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Cnmcok cokpameHui

AJIT — ananmHamMuHOTpancdepasa

ACT — acniaparunamMmuHOTpaHcepasza

bB — 601e3up Busibscona

I'TT — ramma-riryramunTpancdepasa

MHO — MexayHapogHOE HOPMAIM30BaHHOE OTHOILLIEHUE
OTII — opToTonnyeckast TpaHCIIAHTALUS [IEYEHU
[N — npoTpoMOMHOBBIN HHIEKC

V3U — ynbTpa3zByKOBOE UCCIETOBAHUE

® — menounas docdarasza

MPT — MarHuTHO-pe30HaHCHAsI TOMOTpadust

KT — xommnbroTepHast Tomorpadust

O9I - anekTposnnedanorpadus



TepMuHbI U onpeaeIeHUs

XenaTHasi TepamMsi — CIOCOO JIUEHUs, 3aKJIIOYAIONIMKCS BO BBEACHUU IIPENaparos,
CBA3BIBAIOIINUX W BBIBOJAIINX U3 OpraHu3Ma MOHBI TAKCIIbIX MCTAJIJIOB.

I'emaromeraJiusi — yBeMueHue NEYEHHU.

CrieHOMerasiusi — yBEJIMYECHHUE CEJIC3EHKH.

CreaTo3 meyeHHm — HambOOJee PACHPOCTPAHCHHBIN TEMaro3, MpPH KOTOPOM B TMEYEHOUHBIX
KJIETKaX MTPOMCXOJIUT HAKOILJICHHUE JKHUPA.

®udpo3 mneyeHW — pa3pacTaHUE COCAVMHUTEIBHOM TKAaHW OpPraHa, BO3HHUKAKOIIEE MpHU
Ype3MEepHOM HAKOIJICHUH O€JIKOB BHEKJIETOYHOI'O MaTpuKca (OCHOBBI CO€AMHUTEIbHONU TKAHN).

Iuppo3 meyeHH — XpOHUYECKOE 3a00JIEBAaHHE MIEUEHH, COMPOBOXKAAIOLIEECS HEOOPATUMBIM

3aMeIIeHNEM MMapEHXMMATO3HON TKAaHH Me4eH! PHOPO3HON COCTMHUTEIBHON TKaHBIO, HIIH CTPOMOH.
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1. Kparkasa iHdopManusg mo 3a00J1eBAHNI0 WJIH COCTOAHHUIO (rpynmne 3a00J1eBAHUN

WJIM COCTOSTHU)

1.1 Onpenesaenue 3a00JeBAHUA UJIN COCTOAHNSA (TPYyNIbI 3200JeBAHUNA UJIH COCTOSTHU)

boae3nn Buibcona (bB) (CHHOHUMBI: 0oJ1e3Hb Bunscona-Konosanosa,
renaToJeHTUKYJIsIpHas JiereHepalus, renatouepeOpaibHas IucTpodusi) — peAKOe HacIeICTBEHHOE
MYJIBTUCUCTEMHOE 3a00JIeBaHKe, MPOSBISIONIEECS PA3TUYHBIMU HEBPOJIOTMYECKUMU, MEUEHOUYHBIMU,
MICUXUATPUUECKUMU, KOCTHO-MBIIIEYHBIMU HAPYIICHUSIMHU BCIIEJCTBUE YPE3MEPHOTO OTIOKEHUS MEIN
B opranax u TkaHsx [1]. OTHOCHTCA K YMCIIy TPYIHO TUArHOCTUPYEMBIX 3a00JICBaHHA B CBSI3U C
JUIUTEIIbHBIM JIATEHTHBIM TE€UYEHUEM, M OOJBIINM MOJIUMOP(PHU3MOM KIMHUYECKOW cuMOTOMaTuku. bB
MO’KET KIMHHUYECKH MaHH(ecTUpOBaTh, KaK B JETCKOM M IMOAPOCTKOBOM BO3pacTe, Tak M B Oolsee
CTaplIeM BO3pacTe.

B cBs3u ¢ Tem, 4To y JneTedl B MOJABISIONIEM OOJBIIMHCTBE CIy4aeB JAHMArHOCTUPYETCS
nevyeHouHas ¢popma 0osie3HH, HEOOXOAMMO MPOBOIUTH 00CIE0BaHNE HA JaHHOE 3a00JieBaHUE Y BCEX

HAIMEHTOB C MATOJIOTUeH eYeHH HEYTOUHEHHOMU 3THojIorHu [2 - 12].

1.2 DTHoJiorusi M ATOreHe3 3a00J1eBaAHNSs MJIM COCTOSTHHUS (rpynnel 3a001€BaHMi UJIH

COCTOSTHM )

[Taronormyecknid reH, OTBETCTBEHHBIM 3a pa3Butue bB — ren ATP7B, nokanu3oBaH Ha

amuHHOM tiede 13 xpomocomsr (13014.3-g21.1), cocrout u3 21 9k30Ha ¥ TPUMEPHO 7,5 THICSY
TeTepOLMKIMYECKMX OCHOBAHMN HYKJIEMHOBOW KHCIOTHL. Tum HacinenoBaHus —3a0o0JeBaHMS
ayTOCOMHO-pEIECCUBHBIA. B Hacrosimee Bpemsi m3BecTHO okoyio 1458 wmyranuii rena ATP7B, u3
KOTOpBIX 656 HaeHTUPHUIIMPOBaHbI B TaToreHe3e 3aboseBanus. [13, 14] Haubomnee pacnpoctpaHeHHOM
myTanuen B rene ATP7B cpeau eBponeoniHOM pacsl siBisgercs myTtanusa 3207C>A (H1069Q) B sk30He
14. Oxono 50-80% mnaumenroB ¢ bB, mpoxusaromux B crpaHax LlenTpanpHoil, BocTounoil n
CeBepHoil EBpomnbl SBISIOTCS HOCUTENSIMM 1O KpallHEH Mepe OJHOW ajulesiu ¢ JaHHOW MyTaluei.
Cpeau eBpOIEHCKOro HAacelIeHHUs] BCTPEYAIOTCS TakkKe MyTaluu B dk30He 8 (2299insC, G710S), B
sk30He 15 (3402delC), B sk3one 13 (R969Q). OnHako, 4acTOTa BCTPEYAEMOCTH JAHHBIX MYyTaIlMi
cocraBisier meHee 10%. [3, 4, 15] 3aboneBaHue MposBISETCS MPU TOMO3HTOTHOM WIM KOMITAYH]I-
reTepO3UrOTHOM HOCHTENbCTBe MyTaimidi reHa ATP7B. [16]. B Poccuu cpenmum mnanmeHTOB ¢
MOATBEPXKJEHHBIM nuarHo3oM bB monst GonmpHbIX ¢ Mytamuedr mo H1069Q B rerepo3uroTHoM
coctossHuu coctaBisieT 50%, nonst OonpHBIX ¢ MyTanueit mo H1069Q B roMO3UrOTHOM COCTOSTHUM —

26,3%. Takoe paznuuue MOXET ObITh 00YCIIOBIEHO HEOOIbIIONH BEIOOPKOI MAllMEHTOB B POBEIEHHOMN

pabore. [17]



ATP7B — ren skcnpeccupyercsi, B OCHOBHOM, B TICYCHH U KOJUPYET MEAbTPAHCTIOPTUPYIOIIYIO
AT®-a3y (AT®-a3a-7B, ATd-aza-2, ATd-a3a P-tuna). ['eHeTruecku JETEPMUHUPYEMOE CHUKEHUE
¢ynkunu Mens-Tpancnoprupyomeit AT®-a3pl B pe3yabTaTe MOJEKYISIpHbIX 1eQeKToB B rene ATP7B
OPUBOJIUT K CHIDKEHHUIO TernaToOMIMAapHOM SKCKpEeUUU MeId M HapyUIeHUIO0 BCTPAaWBaHUS MEAHU B
LEPYJIOIUIa3MUH, B PE3YJIbTaTe SKCKPETUPYETCSI U LIUPKYJIUPYET anolepyIoIia3MUH (HeHArpyKeHH bl
MEIb0, CPOK  IOJYBBIBEACHMS  KOTOPOIO  COKpAIlaeTcs  BJIBOE, 4YTO U OOBSACHAET
TUIOLEPY/IOIIa3MUHEMHUIO), a Me[b HAaKalUIMBA€TCSd B  PA3IMYHBIX OpraHax M  TKaHsX,
MPEUMYIIECTBEHHO B MIEYEHH, FOJIOBHOM MO3T€, POTOBUIIE TJ1a3a, IOYKax, o0ecreunBas noauMoppu3m
KIuHU4eckux mnosiBieHuid bB. Bes uupkynupyromas (B CHIBOPOTKE KpPOBH) MeIb CBsi3aHa
LEpYJIOILUIa3MUHOM, Tapagokc bB, mpu KOTOpoW OTMEYaeTcsi HU3KUK YPOBEHb MEIU B CBIBOPOTKE
KpPOBH IIpU IEpErpy3ke TKaHeW, oObsCHSAETCS HU3KUM YPOBHEM liepyJoruiasMuHa. lleperpykeHHble
MeJIbI0 TeMaTOUThl PACHaIAl0TCS M ATO MPUBOAUT K (DOPMHUPOBAHHUIO CTOUKOTO CHHIPOMA IIMTOJIH3A.
CBoOonmHasi (He CBs3aHHasg ILEPYJIOIUIA3MHUHOM) MelIb KpailHEe TOKCHYHA U MPOBOLUPYET
TeMOJIMTUYECKUE KPHU3bI [4].

B opranusm menp moctymaer B OCHOBHOM ¢ muineii. Hambomnee OoraTsl MeOpIO CIEIyrOIINE
OPOJYKTHI: TI€YEHb, MOJUIFOCKU, KpaObl, KPEBETKH, YCTPHUIIbI, JOOCTEpPbI, COEBble OOOBI, IIOKOIAT,

OpEeXH.

Cpennee notpednenne menu 0,9—2,3 mr/cyr. YcranoBneHnble ypoBHH norpednoctu 0,9—3,0 mr/cyrT.
Bepxuuil nomycTtumblii ypoBeHb MoTpeOneHus 5 wmr/cyr. @usmonornyeckas MOTPeOHOCTh IS

B3pocisix — 1,0 Mr/cyr, mis gereii — ot 0,5 o 1,0 mr/cyr. [18].

Heduuut mMenu B OpraHu3Me MOXKET Pa3BHBATbCA MPU HEAOCTATOYHOM MOCTYIUIEHUH 3TOTO
anementa (0,9 Mr/cytkm W MeHee), a MOPOT TOKCHUYHOCTH JUIsi 4elioBeka paBeH 200 Mr/cyTkwu.
Paznuunble mytanuu MoryT BiuATh Ha  QyHkuuio AT®-a3el 7B B Oosblieil Wi MEHbLIEH cTeneHH,
MI03TOMY, MOXXHO IPEAINOJIOKHUTh, YTO IPH HEKOTOPBIX MYTALUAX HApyIIAE€TCs JKCKPELMs MEAU B
JKEJIYb, HO IIPU 9TOM BCTPaMBaHHUE MEIH B LIEPYJIOIUIA3MHUH U €T0 3KCKPELUS B KPOBb HE U3MEHSETCS.

[TaTorennsle 3¢ dexTsl HM30bITKA MEAM B KIETKE OMNOCPENOBaHbl TIeHepalueldl CBOOOIHBIX
paaMKaNoB, KOTOPbIE UCTOIIAIOT KJIETOYHBIE 3aMachl MIIOTAaTHOHA U TOKO(EpOoIIa, OKUCIAIOT JTUIMHIbI,
depMeHTHI U OeskM IHUTOCKeNeTa. BenencTBue MOBBIIEHUS! BHYTPUKIETOUYHOW KOHLEHTPAIMU MeTu
MOBPEXKAAETCS MHOKECTBO BHYTPUKJIETOYHBIX CUCTEM, XOTSI TOUHAsl KJIETOYHAs MHUILIEHb, HA KOTOPYIO
BO3/IEIICTBYET U30BITOK MeM, Hen3BecTHa. Ha paHHHMX cTanusax MeueHOYHO-KJIETOYHOIO OBPEXKACHUS
BOBJICUEHHUE B IIPOLECC IHIOMIA3MATUYECKOTO PETUKYIIyMa, MUTOXOHIPUIA, IEPOKCUCOM U SIIPBILIEK B
COYETaHUU CO CHIDKEHHEM aKTUBHOCTH MHUTOXOHAPHAIBHBIX (EPMEHTOB BEAET K MEPEKHCHOMY
OKHUCJICHHIO JIMIIUJOB, HAaKOIUJICHWIO TPUIVIMLEPUAOB, a Jajee — K HEKpPo3y TIenaToLUTOB.

OOpa3yronuiicss B pe3yidbTaTe TNEPEKUCHOTO OKHUCICHUS JIUIUI0B MAJIOHOBBIA  JUAJBACTHU/T
6



CTUMYJIUPYET CHHTE3 KOJlareHa, crocoOcTByst (ubporenesy. JIM3UC TEPErpyKEHHBIX MEIbIO
rernaTolMTOB TMPHBOAUT K IOBBINICHUIO YPOBHSA CBOOOJHOW MeIM B CHIBOPOTKE KpPOBH H,
CIIEI0OBATENILHO, KOMIICHCATOPHOMY TTOBBIIIEHHIO CYTOYHON SKCKPEIUH €€ ¢ MOYOM M HAKOILJICHHIO B
opranax-muinensx [19].

1.3 DunaeMuoJ10rus 3a001eBaHNSA MM COCTOTHUSA (IPVINLI 3200J1eBAHMIT HJIN

COCTOSIHMA)

[To naHHBIM COBpPEMEHHBIX HUCCIEN0BaHUM, pacipocTpaneHHOCTh bB cocrasisier okomno 1:7 000

— 10 000. [20, 21] IlIupoko mutupyemas nudpa pacnpocrpanennoctd 1:30 000 mns BB ¢ wacroroii
TFeTEPO3UTOTHOTO HOCUTENIHCTBA MaTosiornueckoro rena 1:90 Obuta onenena B 1984 roay u ¢ tex nop
1oJBeprajach COMHEHHSIM B 0ojice MO3IHMX HccienoBanusx. [21, 22, 23, 24] Ilo maHHBIM aHann3a
cUTyaluu B cepe OKa3aHUsl MEAMIIMHCKOW MOMOIIM U JICKAPCTBEHHOTO OOECIICUCHHs MAIMEHTOB B
Poccun B 2014-2015 romy Obu10 3aperucTpupoBaHo Bcero 572-602 manmenrta ¢ quarano3om bB, dro

cocrasmio 0,39-0,41 na 100 000 Hacenenwus. 13 vux aereit 16,9%. [25]

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200/1€BAHNUA WJIH COCTOAHNA (FPynnbl 32001€BAHNI HJIN

COCTOSTHU) N0 MeKIVHAPOIHON CTATHCTHYECKOH KIaccu(ukanuy 0oJie3Hei M nmpooJaem,

CBS3aHHBIX €O 3710poBheM (MKEB-10)

E83.0 — Hapymenus oomena meau.
15 Kaaccupukauus 3a00/1eBaHUs  WJIH _COCTOSAHUS (TPynnbl _3200JIeBAHUI WU

COCTOSIHM )

Knunnueckas xapruna bB xapakrepusyercs OosibIIUM NOJUMOP(U3MOM B OTHOILEHUH Kak

HEBPOJIOTUYECKUX, TaK WU COMATHYECKUX TPOSIBICHUH. DTOT MOIUMOP(PU3M OTPaKE€H B PA3IUUYHBIX
Kiaccudukausx 3adosneBanus. [26, 27]. B HacTosimiee Bpems Mcnonb3yercs kiaccudukaims Gopm
BB, mnocrtpoeHHas Ha KIMHHYECKMX NpU3HAKaXx OOJIE3HH, COYETAaHUS NOpaKeHHs IeUeHH W
IICHTpaIbHOW HepBHOI cuctembl [28] , mpemnoxennas J.Walsh (1983 r.):

o OeccumntoMHas popma;

O TeuyeHo4Has (popMa;

o 1epebpanbHas Gpopma;

O cMemaHHas Gopma.

Taoauua 1. Knaccupuxauusi bosiesnun Buibcona no npeodagaommm cumnromam [28]

Knunuueckas popma BB OcHOBHbIE KJIMHUYECKHE CHMIITOMbI




Knununueckasi popma BB OcHOBHbIE KJINHUYECKHE CHMIITOMbI

[Teuenounas popma

Joxknuanyeckas popma Her, nuarsoctuka 10 nIposiBICHUS CUMIITOMOB
(6eccumnTOMHAasT)
[leyenounast (abgoMuHaNbHAS) OcTpble U XpOHHUYECKHE JEKOMIIEHCUPOBAaHHbBIE

3a00JIeBaHUs TICUCHH; IUPPO3 MEUCHU

Hesponorugeckas popma nporpeccupoBaHus

[IceBiomapKuHCOHU3M (TpeMop U bpanukuHe3ns/TunoKuHe3usi, pUruiHoCTb, THIIOMUMMUS,

MBIIIIEYHAsT PUTHIHOCTD) HEBBIPOKEHHBIE TPEMOP B TIOKOE,

(ApoxxatenbHo-puruanas Gopma) MOCTYPaJIbHBI/MHTEHIMOHHBIN TPEMOp, IU3apTpHs,
rUnepcaIuBanus

IIceBrockiepoTHUECKUI ITocTypanpHbIN, OpXArOLIUI, UHTCHIIUOHHBINA TPEMOD,

(dpoxarenvHas dhopma) nepedpanbHas aTakCcus, akpoaTakCus, JU3apTPUs
(cxkaHupoBaHUE)

Cwmernrannas Gpopma (Aputmo- XopeoTuueckas, aTeTOTH4ecKasi, TOPCUOHHAs AUCTOHUS

THIIepKUHeTHYecKas gopma) TUIIEPKUHE3HS,

B Poccun nambonee pacnpoctpaneHa kinaccudukamus H.B. Kownosamosa (1960 r.), rme

pacmo3HaroT 5 ¢opMm remaro-nepedpaabHOil  TUCTPOPUU, B 3aBUCHMOCTH OT BOBJICUCHHS B




MaTOJOTUYECKUM MPOIIECC IEYEHU U LIEHTPAIbHON HEPBHOM CUCTEMBI U XapaKTepa dKCTpAUpPaMUIHON

cuMInTomMaruku [27].

O

bpromnas (abpomuHanbHas) popma — TSHKEI0E MOPaKeHUE MEUYeHH, MPUBOISIIIEe K CMEPTH 10
MOSIBJICHUS  CUMIOTOMOB CO CTOPOHBI HEpPBHOW CHCTeMbl; 3a0oneBatoT jaetu. Eé
MPOJOKUTEILHOCTD OT HECKOJIBKUX MecALEeB 710 3-5 JIeT IpU OTCYTCTBUH TE€pamuy,
PurunHo-apuTMO-TUNIEPKUHETHYECKAsT WM paHHsS (opMma OTIMYAeTCA OBICTPHIM TEUCHHEM;
HAUMHAETCS TaKXKe B JIETCKOM Bo3pacTe. B KIMHMYECKOW KapTHHE NMPeoOajaloT MbIIICYHAs
PUTUIHOCTh, NPHUBOJAIIAS K KOHTPAaKTypaM, OEIHOCTh M 3aMEMJICHHOCTb JBUKCHHI,
XOpEoaTeTOUIHbIE WM TOPCUOHHBIC HACUJILCTBEHHBIC JBIKEHUS. XapaKTEepHbI AU3APTPUS U
nucdarusi, CyIopoXKHBIA cMeX M TuIay, ad()EeKTUBHBIE PACCTPOICTBA M YMEPEHHOE CHUKCHHE
HHTEIIEKTa. 3a00meBanne INTCA 2-3 roga, 0e3 JIeYeHns 3aKaHIYNBaETCs JIETAIBHO,
HpoxarensHo-puruaHas ¢Gopma, HauboJaee 4acTo BCTPEUAIOIIAsCsl, HAUMHAETCS B IOHOIIECKOM
BO3pacTte, IMPOTEKAeT MeEJICHHEe, C MEePUOJUYECKUMH PEMHUCCHUSIMU U  BHE3AIHBIMU
VXYAIIECHUSMHU, COMPOBOXTAOIMUMHUCA CcyOQeOpmIbHON TemmepaTypoil. XapakTepu3yercs
OJTHOBPEMEHHBIM Pa3BUTHEM TSDKEJIOW PUTHIHOCTH M JpoKaHUs. J[pokaHue O4eHb PUTMUYHOE
(2-8 nmpokaHuii B CEKyHIY), PE3KO YCHJIMBACTCSA MpPU CTATHYCCKOM HAMPSHKEHHH MBIIIIII,
JIBUKEHHUSX M BOJHEHUH, B TIOKOE€ M BO CHEe Hcue3aeT. Horma oOHAapyKHUBAIOTCSI aTEeTOUIHBIC
xopeo(OpMHBIE HACHUIIBCTBEHHBIC IBIKEHUS; HAONIONAIOTCS Takoke aucharus u au3apTpus.
Cpenssist IpoI0JKUTENBHOCTD KU3HHU OKOJIO ILIECTH JIET;

HpoxarensHas ¢opma HaunHaeTcst B Bozpacte 20-30 jer, mpoTekaeT 10BoJIbHO MenieHHo (10-
15 ner u 6onbure). [lpeobnagaer qpokaHue, pUrHAHOCTD MOSBISIETCS UMb B KOHIIE Ooe3Hu. B
psne ciydaeB HaOJIOJAaeTCsl TUIOTOHUS MBIIIL; OTMEYaeTCs aMUMHUS, MeIJeHHas: MOHOTOHHAS
pedb, TSDKENble WM3MEHEHHs TICHUXWKH, 4YacThl ad(eKkTUBHBIE BCOBIKH. HaOmomatorcs
NI TU(OPMHBIE TPUTTAIKH.

DKcTpanupaMuIHO-KOpKoBast (popma BcTpedaercs pexe apyrux Gopm. Tunuynsle Ui renaro-
nepebpaabHON TUCTPOPUU HAPYIICHHS B JAJTbHEHIIIEM OCJOXKHSIOTCS AamnoruieKTU(OPMHO
Pa3BUBAIONIMMHUCS THPAMHUIHBIMU Tape3aMy, STWICHTH(QOPMHBIMHA MPUTIAAKAMH U TSDKEIIBIM
ciaboymueM (0OHapyXMBAIOTCS OOIIMpPHbIE pa3MArdeHus B Kope OONBIIMX IOJyIIApUid).

I[J'II/ITC}I 6-8 JICT, 3aKaHYMBACTCA JICTAJIBHO.

1.6 Kiauunuyeckass kapruHa 3a00JeBaHUS WJIM COCTOSAHUSA (rpynnbl 3a00JeBaHUl WJIH

COCTOSIHM)

Knuanueckast kaptuna BB xapakrepusyercs MHOrooOpasueM CUMITOMOB M MaHU(ECTHPYET B

Bo3pacte oT 3 ;10 74 ner (cpemnmii Bo3pact 13,2 rojsa), 0JTHAKO PEIKO MOXHO YBHJIETh Pa3BEPHYTYIO

CHMITTOMATHKY JI0 5-nmeTHero Bo3pacta [29, 30, 31].
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Pa3sBepHyrast kimHuueckass kapTuHa BB oOycioBieHa W30bITOYHBIM HAaKOIIEHHEM MEIU B
pa3JIMYHBIX OpPraHax U TKAHAX U MPEUMYIIECTBEHHO MPOSIBISETCS CHUMIITOMAaMU MOPAXKEHUS MEUYCHH,
LEHTPaJIbHOW HEPBHOM CUCTEMBI, IJ1a3, peKe MOUEK, KOCTEH, Cep/Ila, jKelie3 BHYTPEHHEN CeKpeLH.

HeBponoruueckass cumnromatuka bB wmanudectupyer mosxe, 4em MOpakeHUE IICUYEHHU, B
OOJIBIIMHCTBE CIIy4aeB Ha BTOPOM — TPEThEM JAECATUJIICTHH >KU3HU, HO MOXKET MpPOSABIATHCA U B
nerckom Bospacte a0 10 jer. [32, 33] Knunuka BKIOYaeT TUCTOHHMH, aTAKCHIO C MOCTYPaJbHBIM U
MHTEHUUOHHBIM TPEMOPOM, PAHHUU MAPKUHCOHU3M C THIOKWHE3UEH, PUTUIHOCTHIO U TPEMOPOM
nokosi. PaHHME HEBpOJOrMYecKHe MpU3HAKU OOJE3HHW Yy JeTei BBIpaKaroTCsl B IMOBEICHYECKHX
HaApYIICHUAX, OTCTaBaHUM B ydyeOe, mpobiemMax MpH BBHITOJIHEHUU 33aJlaHull, TPEOYIOIINX COYeTaHHOU
KoopAuHamuu paboThl PyK W TI1a3, YXYAUICHHH MEJIKOH MOTOPUKH, W3MEHSETCS IOYepK
(Mukporpadwusi, xapakrepHas s 0oje3Hu [lapkuHcona). Taxke ommchIBaeTcs 1MCeBI00YI0APHBIN
napanuu ¢ aucdarueit, auzapTpuel, runepcajiuBalieii, TPeMOpOM, HENPOHU3BOJIbHBIC BUKEHHUS,
CHaCTMYECKHUE JBW)KCHUS, MUTPEHENoJ0o0HbIe TOJOBHbIE Oonn, HapymeHue cHa. Cynoporu
BCTPEYAIOTCS PEIKO.

[lcuxuarpuueckue nposiBiieHus. Hapsimy ¢ moBeeHYECKMMU HApYIIEHUSAMH TCUXHATPUUYECKUE
MPOSIBIICHUS] BKIIOYAIOT JIEMIPECCUI0, TPEBOXKHOCTh, MCHX03. Y JIeTell CHMKACTCS YCIeBaeMOCTh B
IKOJIE, TOSABIISAETCS JTaOMIbHOE HACTPOCHHE, HeaJeKBaTHOE, arPeCCUBHOE MOBeACHUE. Y OONBIITMHCTBA
MAIMEHTOB C HEBPOJIOTUYECKOW W/WiIM IcUxuaTpudeckoir manudecranueir bB pa3zBuBaercs nuppos
NICUEHH, JUTUTEIILHO MTpOoTeKarouii 6eccumnromuo. [4, 31,34]

Cumnromsl mopakeHus neyeHu npu bB Becbma BapnabenbHbI, cpefn AeTel UMEIOT TeHICHIIUIO
K Ooree paHHed MaHHM]ecTallid, YeM HEBpoJorhyeckas cumnromaruka. Knunudeckuit nedror bB
MOXXET TPOSBIATHCS B BHUJE (PYIbMHUHAHTHOTO TeMaTUTa, MPOSBIIIONIETOCS KOAryJomaTHew,
sHuedanonarueit, KyMOc-HeraTuBHOM réeMOJTUTHYECKON aHEMHUEH, TEYeHOYHO-KJIETOYHOM U TTOYEYHON
HEJOCTAaTOYHOCTHIO, C BBISIBJICHHEM 3HAYUTEIILHOTO MPEBLIINICHUS MEIN B CHIBOPOTKE KPOBH U Moye |3,
4, 31].

Knunnueckas kapTuHa XpOHUYECKOTO renatuta npu bB Mano otnmuuuMa oT mopakxeHus rneueHu
JIPYroro reHe3a u 0e3 maTOreHeTUYeCKOW Tepaluu MPUBOJIUT K (POPMUPOBAHUIO ITUPPO3A HEHEHH, UTO
TUKTYeT HEOOXOJUMOCTh HCKIIOUYeHHs bB y Bcex MalMeHTOB ¢ XPOHMYECKUM TMOpakKeHHEeM
MEYCHOYHON TMapeHXUMbl C HAIMYMeM WiH 0e3 MPU3HAKOB LUPPO3a MEYCHH. XapaKTEpHOU depTon
XpPOHHUYECKOro TemaruTa Tpu bB sBisieTcs yMmepeHHOE TMOBBIIIICHHE OWOXMMHYECKUX MAapKEepOB
[IUTOJIN3a, XOJecTa3a U OMIMpyOMHOBOTO OOMEHa C BBICOKMM YPOBHEM CTPYKTYPHBIX W3MEHEHHUI
MEYCHOYHON MapEeHXUMbI MPU MOP(OJIOTUIECKOM HCCIEAOBAHMM OHONTAaTOB TedyeHu. bB moxer
KIIMHUYECKH MPOTEKATh MO THUIY ayTOMMMYHHOT'O T€MaTHTa, C BBISIBICHHUEM IOBBIIICHHOTO YPOBHS

CBIBOPOTOYHBIX UMMYHOTJIOOYJIMHOB M HeCTIEU(PUUECKUX ayTOAHTUTEN, CIEI0BaTENbHO, HEOOXOUMO
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UCKJII0YaTh 00Jie3Hb BUIIbCOHA U y MallMEHTOB C ayTOMMMYHHBIM T€IIaTUTOM MPHU HEIPPEKTUBHOCTU
KOPTHKOCTEPOMIHOM Tepanuu. [31]

[ToMrMO HEBPOJIOTUYECKOW/TICUXUATPUICCKOW CHMIITOMATUKH K JPYTUM BHENEYCHOYHBIM
IPOSIBJIIEHUSIM  OTHOCSATCS IOYE€YHBbIC HapymieHus (amMuHoanuaypusi, Hedpoauruaz) [35, 36],
IpeXIeBPEMEHHBIN 0CTEOopo3, apTput [37], kapauomuomnatus [38].

[TarornHoMoHnuHbIM cuMnTOMOM bB sBmsitoTcs konpua Kaizepa-®neimepa — OTIOKEHUE MEAU
Ha JIECIIEMETOBOH MeMOpaHe pOroBHIBI. Y JeTeil ¢ OECCUMITOMHBIM M JIETKUM MEUYEHOYHBIM
teueHueM BB 00bruno He Busyamusupyrorcs. [39]. Konbua Kaiizepa-®ieiitiiepa onpeaeistorcst mpu
OCMOTpE C TMOMOIIBI0 IMIesNeBOM Jamnbl B 85,5% HaOMIOAEHWI NpuU HAIUYUU Pa3BEPHYTOU
HeBpoJsorndeckoir cumnromatrku [40]. Onnako xonbua Kaiizepa-daeiiniepa He Bcerna crieupuIHbI
st BB, u MoryT hopMHpOBaATHCS Y MAIUEHTOB C XPOHUYCCKHUMH XOJIECTATUYECKUMU 3200 ICBAaHHSIMH
WK TIPU XOJIECTa3e HOBOPOXKACHHBIX. [41, 42]

Ocnosuvie nposisnenuss bB npueedenvt 6 [Ipunosicenuu A3.2
2. JluarnocTuka 3a001eBaHusl WIN COCTOSTHUS (TPyNNbI 32001€eBAHNIA WK
COCTOHHHﬁ), MEININUHCKHUE TIOKa3aHUA U MIPOTUBOIIOKA3aHUA K IPUMECHECHHUIO

METOA0B THATHOCTHKH

Ckpunune Ha BB odondicen nposooumwvcs y e3pocavix u demeti cmapwe 1 2ooa, umeowux
HeOOBACHUMOE NOBbIUIEHUE CbIBOPOMOYHLIX AMUHOMPAHCHepas, NposeleHus OCmMPOoU NeYeHOYHOU
HeOOCMAamoyHOCMU, XPOHUHECKO20 2enamumad, Yuppo3a NeuyeHu, He8pOI0cUYECKO20 HAPYUIeHUs!
HeyCmaHoenenHol smuonocuy, Kymbc-necamusnoti cemonumuyeckou aHemuu, OMAOUJEHHbLU
cemetinvlli anamuesz no bB. [Juaecnocmuka BB 6azupyemcs na komOuHayuu KIuHU4ECKUX CUMNIMOMOS,
OAHHBIX 1A6OPAMOPHO20 06CIE08AHUSL U MOLEKVIAPHO-2eHemuyecko2o mecmuposanus [3, 4, 31].

Ipeonooicena ouacnocmuieckas OYeHOYHAsE WKALA, OCHOBAHHASL HA 6CeX OOCMYNHbIX MeCmax,
ymeepoicoennas na 8 Meoscdynapoonom cobpanuu no 6onesnu Bunwcona Leipzig, 2001 [26] 6
Tpunoowcenuu I'l

Ilpu nanuuuu xoney Katizepa-@netiwepa, CHUMNCEHUST KOHYEHMPAyuu Yepyiloniasmuna u
nO8blUleHUs OA3ANbHOU IKCKpeyuu mMeou ¢ Mouoll ouazHo3 bonesHu Bunbcona e vizvieaem comHenuil.
Oonako 6 psAde cnyuaed KIUHUYECKUe CUMAMOMbL  MO2YM — OMCYMCMEO8Ams Ui  Oblmb
HecneyuguuHbiMU, a 1ab6opamopHvle OaHHble HAXOOUMbCS 8 NPeoelax HOPMANbHLIX GeIUYUH, YMO
3ampyousem CKpUHUH208y10 ouazHocmuxy BB u mpebyem oanvhetiue2o yenyoieHH020 00C1e008aHUs.
NAYUeHmos8 ¢ NpoeedeHuemM NYHKYUOHHOU OUONCUU nevenu ¢ KOAUYeCMBEeHHOU OYeHKOU Meou 8

buonmamax u MONEKYNIAAPHO-cEHEMUUECKO20 mMeCmupoBarnusl ¢ UYENblo 6blAA6/IEHUA Mymaum? 2€HAa

ATP7B (IIpunoscenue A3.3, [punosicenue A3.4) [4, 12].
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2.1 Ka100LI M1 aHAMHE3

CwMm. pasaci «Knuanyeckas KapTUHa»

Creoyem obcneoosamv na BB nayuenmos cmapwe 1 2o0a npu umanuuuu usmeHeHUll cO CMOPOHbL

neyeHu, He3asucumo onm CmenerHu miscecmu nopasiCerus opeand, KaxK npu _acumnmomamu4ecKom

NOBbIUEHUU MPAHCAMUHA3, MAK U NPU YUppose ¢ 2enamochieHome2anuell, acyumom, npu ocmpou
newenounou neoocmamounocmu [31].

Cnedyem obcredosamv Ha BB nayuenmog (nodpocmkog u 83pocivix) ¢ HeoObACHUMbIMU
KOZHUMUBHBIMU, NCUXUAMPUYECKUMU HAPYUWEHUIMY, Osueamenbhbimu paccmpotcmeamu [29, 31].

2.2 Dusuxanvroe 0o6ciedosanue

HDI/I d)I/ISI/IKaJIBHOM OCMOTPE CICAYET OUCHUTH HAJIMYMC!:

o CMmyrioro («MeIHOro») IIBETa KOXKU;

o JKenrymHoctu ckiep;

o He3nauurenbHON WM YMEPEHHOMN TenlaTOMEraluny,
o CeHoMerainu

o Kounen Kaizepa-®@uneiimepa Ha poropune
KommenTapmii: oz mounou eusyarusayuu koney Kaiizepa-@netiwepa Heobxooumo nposecmu

ocmomp 6 u;eﬂeeoﬁ aamne quma]leOJZOZOM. Omcymcm@ue OaHH020 NpUu3HaKa He uckuiovaem

ouaenos BB, 6 mom uucne y nayuenmos ¢ 8blpaiCeHHOU HeBPON02ULECKOU CUMNIMOMAMUKOLL.

2.3 JIa0opaTopHbIe TMATHOCTHYECKHE HCCJIACT0BAHNS

o C 1enpl0 CBOEBPEMECHHOTO BBISIBJICHHUS AaHEMHUH, KOHTPOJISI TEparmeBTHYECKOTo 3(ddekra u
peIynpexaIeHNs MOOOYHBIX AeWCTBUN JIEKAPCTBEHHON TEpANUU PEKOMEHAYETCs IPOBEACHHE O0IIero
(KITHHAYECKOTO0) aHaIn3a KPOBH Pa3BEPHYTOr0 BCEM MalMeHTaM ¢ mojo3peHueM Ha BB. [3, 31, 43,
44].

YYP-C,¥YIA-5)

KommenTapuii: 6 psade cayyaee npu manugpecmayuu BB evisgnsemcs ocmpwiii  2emonus,

cnpoeouupoeannblﬁ qubeKuueﬁ Uiu npuemom J1eKapCcnmeerHblx npenapanioe.

. Bcem mnanumentam ¢ mnopo3peHueM Ha BB pexkoMenayercss mpoBeieHHE aHalIM3a KpOBU
OMOXMUMHUYECKOT0 OOIIeTepaneBTUUECKOro (Ompe/eseHne aKTHBHOCTH allaHMHAMHUHOTpaHcdepasbl B
KpPOBH, aKTUBHOCTH aclapTaTaMHHOTpaHc(epasbl B KPOBH, YPOBHs oOuIero OminpyOMHa B KPOBH,

YPOBCHB 6I/IJII/IPY6I/IH8. CBA3aHHOTI'O (KOH’BIOPHpOBaHHOTO) B KpOBH, ONPCACICHHUC AaKTUBHOCTU
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HIeJI09HON (ocdara3sl B KpOBH, TaMMa-TIIIOTaMUITpaHcdepassl B KPOBH, YPOBEHb KpEaTHHHHA B
KPOBH, YPOBEHb MOYEBHHBI B KPOBH) IS IOATBEPKCHUS/UCKIIOUYCHUS TEUYCHOYHOM, MOYCUHOU
HenocTarouHoctu [3, 31].
YYP-C, Y1 -5)
KommenTapwuii: npu ocmpom meuenuu BB ¢ neuenoyHol HeOOCMamouyHOCHMbIO OMMeYAemcs
nosviuieHue yposus oowezo ounupyouna (>300 mxmonv,n, >17,5 me/on) ¢ ymepeHHbiM NOGbLULEHUEM
akmusnocmu aranunamunomparcgepasvr (AJIT), acnapmamamunompancegepasvr (ACT) (100-500
ME/n), huskum yposHem axmmsHocht ueiounol gpocamasvr (<40 ME/n) [46].

s npocHocmuueckol  OYeHKU  mANCECMU  NeYeHOUHOU HeOOCMAmoOYHOCmU  cledyem
oyeHusamv uHoekc wienrounas gocpamasza (6 ME/) / obwuii ourupyoun (6 me/on) < 2.0; unoexc
ACT/AJIT > 4,0. Kombunayus YKA3AHHLIX UHOEKCO8 UMeem GblCOKYI0  OUACHOCIUYECKYIO

uyecmeumelbHocmbv u cneuuqbutmocmb npu stCusHeyeposHcaroem namolocudeCKom COCmoAHUU [46]

. Bcem mammeHTaM peKOMEHAYETCS IPOBEICHUE KOarylorpaMMbl  (OpUEHTHPOBOYHOTO
UCCIIC/IOBAHHUSI CHUCTEMbl TE€MOCTa3a): OINpPEACICHUE MPOTPOMOMHOBOrO (TPOMOOILIACTHHOBOTO)
BPEMEHU B KPOBHU WJIH B IJIa3Me M MEXIYHAPOTHOTO HopMaiu3oBaHHOTO oTHouienus (MHO) ¢ nenbio
KOHTPOJISI CHHTCTHYECKON (DYHKIMM TICUEHWH W TPOTHO3UPOBAHUS NaTbHCHUINCH TAKTHKU BEICHUS
nanuenTa [3, 4, 31].
YYP-C,¥YaA1-5)
KommenTapmii: y nayuenmog co cHudicenHou @yHKyuel neyeHu ommedaemcs CHUdNCeHUe
npompomournosozo unoekca (IIM) u nosviwenue mexrcOyHapoOHO20 HOPMANUZ0BAHHO2O OMHOULEHUS
(MHO,).

Ilpu  Ouacnocmuke OCmMpOU NEYEHOYHOU HEOOCMAMOYHOCMU  Oisl  NPOCHO3UPOBAHUS
BbIJICUBAEMOCIU U PEUEHUST 8ONPOCA O HEOOX0OUMOCMU NPOBeOeHUss MPAHCNIAHMAYUU NedeHU

mpebyemcs uzmepenue ooueo ourupyouna, ACT u npompombunosoco spemenu [4, 47].

o Bcem mamumentam crapme 1 roma ¢ mojo3peHreM Ha BB pekomeHmyercs mpoBelcHHE
UCCIICIOBaHMsI YPOBHSI LIEPYJIOTIa3MUHA B KPOBH C II€JIBI0 yCTaHOBJICHUs auarno3a bB [3, 4, 31, 48].
YYP-A, VIA-1)

KomMenTapuii: ¢ Hopme yposenb yepyroniasmuna 8 Kpoeu Haxooumcsi ¢ ouanazore 20-40 me/on.
Ilpu yposne yepynonaasmuna <10 me/on ommeuwaemcs gvicokas eeposimunocms mevenus bB. [3, 31]
Ilomumo BB cbisopomounvlii  yepyioniasmun modcem Oblmb NOHUNCEH ) 2emepOo3UucOMmHbIX
Hocumeinet, npu nomepe 6eiKo8 ¢ NOYKAMU, MAlbabCcopoyuL, NPU MePMUHATLHOU CIAOUU NEeYEHOYHOU
HeO00CmamoyHoCmu 110001 SMUOIO2UL, AYePYTONIA3MUHeMUs: ommedaemcs npu 6oaesnu Menkeca (X-

cyenienHoe 3a601e6anue npu KOMopom Hapyuiaemcs Kiemounuvlii mparncnopm meou) [49].
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Konyenmpayus yepynoniazmuna modxcem Oblmb NOSbIUEHA NPU OCIPOM B0CHALEHUU, d MAKICe NpU
2UNepPICMPOo2eHeMuU, Hanpumep, 6 Nepuod OepemMeHHOCMU UlU NpU npueme NPenapamos
acmpozenosozo psoa [3].

Hopmanvusiii yposens yepyronnazmuna e uckarouaem bB u mpebyem danvHetiue2o 0000C1e008aHUsL.
Cpeou demeii ¢ noomeepacoennvim ouaznozom bB, y 20% ypoesenv yepyronnazmuna ne chudicen. [39,
50, 51]

Y nosopoorcoennvix eniome 00 6 mecayes Qusuonrocuieckdas KOHYeHMpPayus yepyroniazMuHa 8 Kposu
OUeHb HU3KAS, NOCMENEeHHO C B03PACMOM €20 YPOBEHb NOSLIUAEMCsl, O0CMU2As C80€20 NUKA 8blule,
yem y 63pocavix, 8 pannem oemcmee (npumepro 30-50 me/on), samem nocmenenno onyckaemcs 00
cmanoapmuulx  3uavenutl. [52] He cnedyem npoooumv ucciedosanue onpeoeneHust YposHs
yepynoniazmuna 6 Kposu Oas  ouacHocmuku BB panee 6ospacma 1 200a u3z-3a e2o

HeUuHpopmMamugHoOCmu.

o Jlis TOCTaHOBKM JAMarHo3a ¥ MOHUTOPUPOBaHHA (papMakoTepanmuu BCeM MalUeHTaMm
PEKOMEHIOBAHO HCCJICIOBaHKE YPOBHS MEIU B KPOBH M OIpEACICHUE YPOBHsI CBOOOIHON Menu [3, 4,
31].
(YYP-C, Y1 -5)
KommenTapuii: ypogeno obOweti medu 6 Kposu 6xkuouaem 6 cebsi Meldb, CBA3AHHHYIO C
yepynoniazmurnom (6 Hopme cocmasnsiem 90-95% om obwei meou). Iloomomy, necmomps Ha
u3dLIMox meou 6 opeanmusme npu bB, konyewmpayus meou 6 Kposu CHUNCEHA NPONOPUUOHATLHO
KOHYyeHmpayuu yepyroniasmuna. Ilpu smom KoHyenmpayusi c60000HOU «HeyepyI0nIa3MUHOBOU
meou nosviuwaemcs eviute 200 mxe/n (mopma <150 mxe/n) u cocmasnsiem 40-80% obweii medu
cvigopomku. Cnedyem onpeoensimb KOHYESHMPAYUio C80000HOU «HeyepyIonIazMUHOBOU» Meou 8
Kawecmee ouacHocmuyecko2o mecma [4]:
Cs0000nas meov (MK2/) = 00wy medb (mk2/n) — (3,15 x uepynonnasmun kposu (m2/0n))
YV nayuenmos npu omcymcemeuu neuenus ypoeenv c600600Hot meou naxooumcs 6 ouanazone 200-250
MmKe/1, 8 Hopme <150 mke/n.

Onpeoenenue medu 8 Kposu umeem HUKYI0 OUACHOCIMUYECKVIO YEeHHOCHb, HO MOodcem Oblmb

noJe3no npu MoHumopuposanuu gapmaxomepanuu [31].

. Bcem nmanmenram ¢ nmopo3penneMm Ha BB pekomeHayeTrcs onpenesieHre CyTOYHOM AKCKPEIUU
Menu B Mode. JlaHHBIM MeToJl He0OXOAUM Il TMarHOCTUKU 3a00JIeBaHMsI, a TaKXKe Ui MOHUTOPUHTA
neueHwust [48].

(YYP - A, VIJI - 1)
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KomMmeHnTapmii: y Heneuenvix nayuenmoe cCymoyHas IKCKpeyuss meou ¢ MOYOU ompadxcaem
KOIU4eCcmeo C80000HOU «HeYepyIoNnIazMUHOBOUy Medu 8 YUupKyaupyroweu Kposu. s mounoco
onpeoeneHuss CYMOYHOU IKCKpeyuu mMeodu ¢ MOHOU cledyem OoyeHums 00beM CYMOUHOU MOYU U
VpoGeHb KpeamuHuma 6 moue 3a cymku. [3] B cayuae noueunou Hedocmamounocmu OarHOe
uccnedosanue Henpumerumo. Jluaenocmuyecku 3Hauumwvii 011 BB nopoeoeviii  yposens
aKCKpemupyemou meou ¢ mouou 3a cymku >100 mxe/24 uaca (1,6 mxmonv/24 uaca), oonako y 25%
beccuMnmomHulx oemeli ¢ NOOMBEPHCOCHHBIM OUASHO30M CYMOYHBLU YPOBEHb MeOU 8 MOUe COCABAL
bonee nuszkue snauenus [39, 53]. Vowce npu ypoene meou ¢ moue >40 mxe/24 uaca (0,65 mxmonv/24
yaca) creoyem npogecmu 0006ciedosanue (wyecmeumenvrocms 78.9% u cneyugpuunocmo 87.9%)
[54]. Veeruuenue cymounoii sxckpeyuu meou ¢ Mo4OU 803MONCHO NPU OPYeUX 3a001€8aHUSLX NeUeHU (,
Y HEKOMOopbIX eemepo3ucomuuix Hocumeneu mymayuu BB [3].

Ilockonvbky 3KCKpeyus Meou ¢ MOYOU MONCEM YBeIUUUBAMbC NPU PA3IUYHBIX 3A00]1e8AHUAX NedeHU
(aymoumMMmyHHbIU 2enamum, XpOHUYeCKue aKmueHvle 3a001e6anusi NeyeHu, Xoaecmas, OCMmpast
NeYeHoYHas  He0OCMAamo4YHOCMb  O0py2020  2eHe3a), 6  Kayecmee  cpedcmed  NOGbIULeHUs.
YYBCMBUMENLHOCU U  CHeYUDUUHOCU ONpedeleHus CYMOUYHOU IKCKpeyuu meou 8 Moye Oblia
npeosiodcena NpOBOKAYUOHHAsL Npoba ¢ neHuyuiiamunoM. Ilpoba 3axniouaemcs 6 npueme
neHuyuLiamuHa™> 6 oose 20 me/xe/cym 6 oea npuema ¢ unmepsanom 12 uacos. Eciu oanmsie no
onpeoeneHur) CYMOYHOU IKCKpeyuu Meou ¢ MOYolU HeyOeOumenvhvl, Oecamukpamioe u oOojee
nosvlueHue Meou 8 Moie nocie nPoBOKAYUOHHOU NPodbL ¢ NEHUYUTLIAMUHOM™™ no3eonsem ¢ bonvuiel
yeepenHocmbvlo 2o6opums o bB. [Iposoxayuonuas npoba cmanoapmu308aHa moabkKo y NAYUeHmo8
demckoeo 6o3pacma. JlaHHoe ucciedo8anue UCnoNb3yemcs: pedko 8 C8s3U C HeHAOEeHCHOCMbIO Npu
ucknouenuu BB y 6eccumnmommvix cubauneos [55].

o Bcem manmeHtaM ¢ OMOXMMHUYECKUMHU W KIMHUYECKUMH JaHHBIMH, yKasblBaromumu Ha BB
PEKOMEH/TYEeTCSl TIPOBEACHUE MOJICKYJISIPHO-TEHETUIECKOTO TECTUPOBAHUS C ICJIBIO TTOATBEPIKICHHS
nuarHosa [48].

YYP-A, YII-1)

KommenTapmii: gozmooicen nouck uacmsix Mymayuil, a 8 ciyuae ux Omcymcmeus — nojiHoe
cexsenuposanue cena ATP7B. (Komniekc uccnedosanuti 0ist Ouaznocmuku 6one3nu Bunvcona-

Konosanosa)

2.4 HNHCTpYMEHTAJIbHbIE THATHOCTHYECKHE UCCICI0BAHUS

. PexoMennmyercss BceM mamueHTaMm ¢ mojo3peHneM Ha BB mnpoBeneHue ynbpTpa3ByKOBOTO
uccienosanus (Y3M) rmedeHu, >KETYHOrO My3bIps M MPOTOKOB, cene3eHku (YIIbTpa3ByKOBOE
UCCIICIOBAaHHE OPTraHOB OPIONIHON MOJOCTH (KOMIUIEKCHOE)) C LENbI0 JUArHOCTUKU TMOPAXKEHUN

rernaToOWInapHoil cucteMsl [56, 57].
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YYP-C, Y1 -5)

KommenTapuii: no odauwnvim Y3U mooicem 6Ovimb GulssieHa eenamomezanus ¢ Ougpysnvimu
UBMEHEHUAMU NAPEeHXUMbl NeYeHU 6 BUde 2CUNEPIXO2EHHOCMU U MeIKo04az2o8ou OughgysHoi
HeoOHOpooHocmu. Ilpu Hanuuuu yupposa 6 napeHxume GU3YVATUSUPYIOMCA Y3Ibl peLeHepayull,
yeenuueHue Ccene3eHKU, paculupesue Ccmeoid B0POMHOU U Cele3eHOYHOU 6eH, NpU YBemosoM
O0ONNIEPOBCKOM KAPMUPOBAHUYU — NPUSHAKU NOPMATLHOU 2UNEPMEH3UU.

Usmenenus na Y3HU ne aenisiomes cneyuguunvimu oas BB, nosmomy oannoe ucciedosarnue He umeem
OUACHOCMUYECKO20 3HAYEHUS, HO MOJcem Oblmb NONE3HO O/l HEeUHBA3UBHOU OYEHKU CMPYKMYPHbIX

UBMEHECHULl 8 NeYeHU U MOHUMOPpUHA a(ﬁgbekmueﬂocmu Jle4eHUA.

o Pexomenpayercsi npoBenenue ¢udbposnacrorpaduu nedeHu (DIaCTOMETPHs MEYEHU) C IENbIO
BBISIBJICHHSI 1PPO3a TICUCHU Y BICPBBIC JUATHOCTUPYEMBIX TAIMCHTOB M JUISl OIEHKU JHHAMUKH
cocTostHus Ha (hoHe mpoBoauMoOi Tepamuu [58, 59].

YYP-C, Y1 -5)

KommenTapmuii: ucciedosarnue yenecoobpasno 0151 HEUHBA3UBHOU OYEHKU BbIPANCEHHOCMU (hubposa

neyenu npu bB.

o Bcem manueHTaM ¢ HEBPOJOTMYECKOW CHMIITOMAaTHKOM pPEKOMEHAYyeTCs MpOBEICHHE
MarHuTHO-pe3oHaHCHOW Tomorpaduu (MPT) ronoBHOro Mo3ra TONOMETPHYCCKON — W/WMiH
KomibroTepHO#t ToMorpaduu (KT) rosoBHoro mosra 1o Havana jgeuerus. [4, 60]

YYP-C, Y1 -5)

KommenTapmii:  naubonee uyacmo  ewiasnaiomces  nonudxcewue  naomumocmu  Ha KT u
eunepunmencusenocms cuenana ¢ T2 u TI pescumax MPT 6 obracmu 6azanvHuix s0ep 20108HO20
mo3zea. Taxoice 6v1ANIAIOMCA USMEHEHUs. CUCHANA 8 00ACmU CMB0A 20]108HO20 MO032d, MANAMycd,
Mo3diceuka 6 couemanuu ¢ oughghysnoti ampouell Kopvl u 06e1020 Bewecmea 20108HO20 MO32d.
Hsmenenus MP-cuenana om cmpykmyp 201086H020 M0O32a MO2ym omcymcmeogamy y 7-17% Ooemeti co
cmewannot  gpopmoti BB npu  manuuuu Hesponocuueckou CUMRMOMAMUKU 6 8ude mpemopda,
ouzapmpuu U UBMEHeHUs MblUEeYH020 MOHYCd NO IKCMpanupamuonomy muny. B mo owce epems
usmenenus wa MPT u KT 2conosnozo mozea mozym onepedxcamv pazgumue HeGpOI02UYeCcKol

cumnmomamuxu 6 10% cnyyaes BB u 6vimv obpamumvimu Ha ¢one medbxeramupyioujell mepanuu.

o PexomeHnaoBaHo TAalMeHTaM C  KIMHUYECKUMH  TMpH3HAKaMU bB  mpoBenenue
anekTposnnedanorpaduu (O3I') (mpu AMArHOCTHKE W Jdajee TPH CYJAOPOKHOM CHHAPOME TIO

HOKaBaHI/I}IM) C ICJIBbIO CBOGBpCMCHHOﬁ AUArHOCTUKU U KOHTPOJIA JICHCHHUA CYAOPOKHOI0 CHHAPOMA

[61].
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(YYP - C, VI - 5)

KomMmeHTapum: maxoice npogooumcs s1eKmposnyedanocpagus ¢ 8U0eoMOHUMOPUHSOM.

. [TaruenTam ¢ momo3peHreM Ha BB pekoMeHgyercs KOHCyJbTalMs Bpada-odTaabMojora C
OCMOTpPOM C IIEJIEBOM JaMIIol 11l oOHapyx)eHus kosen Kaiizepa-dreliepa wim Apyrux mopaxeHuin
rnas. [3, 4, 31, 62]

YYP-B, Y1 -4)

KommenTapuii: ogpmanvmonocuveckue nposenenus npu BB exnouaiom 6 cebs konvya Kaiizepa-
Dnevwepa u MeOHYIO Kamapakmy no muny «noocoanyxy. Konvya Katizepa-@uetiwepa
npeocmasisaom coool OmuoNiCeHUue 0enosumos Meou HA BHYMPEHHeU NOBEPXHOCMU PO208UYLL 8
Odecyememogoli  obonouke. Busyanuzayus koavya Kaiizepa-@nevwepa npouzgooumcsi npu
omanbMonI02uieckomM ocMompe npu NOMOWU Weaeol NaMnbl, UHO020d NPU NOMOWU 2OHUOIUH3, 8
oaneko 3auleduux Ccmaousx 3a00/1e8aHUs MONCHO BUOEmMb KONbYO HEBOOPYHCEHHBIM B321100M.
T'opasoo pexce npu BB ecmpeuaemcs pazeumue MeOHOU Kamapakmvl 6 Guoe «NOOCOIHYXAN.
Kamapaxma ne enusem na ocmpomy 3penusi u 6u3yanu3upyemcs npu nOMowu weeoll 1amnul 8 uoe
cepo2co UU 30710mMo20 OUCKA HA nepeonell 00010YKe XPYCMaiuka, om Komopo2o paoudibHo Omxo0sam

ayuu Ha nepugepuio xpycmanuka [3, 4, 31].

2.5 UHble AMarHocTHYeCcKue NCCJIe10BAHNSA

. [Ipy HOpMaNBHOM ypOBHE LIEPYJIOIIIa3MUHA, HE3HAYNTEILHOM IMTOBBIIIEHUN YKCKPELIUU MEIU C
MOUOil c 1enblo aud@epeHuanbHOro AuarHo3a, a TakkKe s ONpelesieHUs CTaAuM MOpa)keHUs
IIEYEeHN PEKOMEH/I0BaHO MPOBEJCHNUE IMyHKIIMOHHON OMOICUM NeueHH (UpecKoXkHas, OUOIICUS MTeYEeHU
[OJ KOHTPOJIEM YIBTPa3BYKOBOI'O MCCJIEIOBaHMA) C OKpPAacKOW Ha Melb M KOJIWYECTBEHHBIM
olpeziesieHueM cojiepaHus Melu B TKaHu nedeHu (UpeckoxkHas Ouoncus neueHu, buorncus nedyenu
10/l KOHTPOJIEM YJIbTPa3ByKOBOT'O HCCIECIOBAHUS) C KOJMYCCTBEHHBIM OIPEICICHUEM COJCPKAHUS
MeIud B TKaHM NEYEHW U TUCTOJOTMYECKUM HcciienoBaHueM Ouontara (Ilatomoro-anarommuueckoe
UcclieloBaHue OMOIICUIHOTrO (ONEpalMOHHOr0) MaTepraia MyHKIMOHHON OMOICHH MEYEHH) C LeIbI0

YCTAHOBJICHHS THArHO3a
(YYP-C, ¥4 -5)
Kommenrapuii: O6paszey buonmama oondicen Ovimo He menee 1 cm 6 onuny. [3, 4, 31]

Cooepoicanue medu 6 mKraHu nevenu >250 wmxe/e (4 MmrMmonv/e) cyxoco eeca sensiemcs
ookazamenvcmeom Hanudusi BB. Cuuoicenue ouacnocmuueckoeo nopoza 0o 10-250 mxe/e (1,2-4

MKMONb/2) noegvluiaem yygcmeumenvHocms memooa ¢ 83% oo 96,5%, 6 mo epems Kak
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cneyuguunocms ocmaemcsi 00cmamouno evicokou 95,4% 98,6% coomeemcmeenno. [63] masnas
npobiema OaHHO20 Memood - HepAGHOMepHOe pacnpedeieHue Meou 6 MKAHU NeYeHU, U3-3d 4e20
pe3yibmamsl aHAnU3a Mo2ym OblMb 3aAHUNCEHbl Npu owubKke 6 3abope obpasya, 2mo credyem
yuumsieame npu unmepnpemayuu pesyibmamos.[3, 4, 40, 63, 64, 65] Konyenmpayust meou 6 neuenu
Modicem  NOGLIUAMbCA  NpU  OIUMENbHO — Cywecmeyloujem  xoiecmasze, Npu  CUHOPOMAX
UOUONAMU4ECK020 MEOHO20 MOKCUKO3A U OpP.

Mopgonoecuueckue usmenenus nevenu npu bB He asisiomca namoeHOMOHUYHBIMU U 8KIIOYAIOM 8 ceDs.
H4 PpAaHHUux Ccmaousx NPU3HAKU JHCUPOBOU UHDUILMPpAYUU 2enamoyumos (KpYNHOKANeabHou U
MEJIKOKANENbHOLL), 2IUKO2EHOB80U OeceHepayuu s0ep U (QOKANbHbIN 2enamoyentonapHblil HeKpo3, d
makoice npeobaadanue MUHUMANbHOU U HUZKOU CMeneHU aKmueHOCMU 80CHAIUMENbHO20 Npoyeccad 6
CoOUemanuu ¢ 8bICOKOU O0Jlell 8bIPANCEHHbIX ubpomuueckux uzmenenuti. Kax nonaecarom, sxcupoeas
Oezenepayus 2enamoyumoe npu bB ceéazana ¢ oxcuoamuguvim nospejicoeHuem MUmoxXoHOpuil ¢
ROCIEOVIOWUM HApPYULeHUeM Memaboausma 1unuoos, a 60CNaIumebHvle NPosieHUs — C NePeKUCHbIM
OKUCNeHUueM TUNUO08, ceHepayueti c60000HbIX PAOUKANIO8 U UCMOWEHUEM 3anaco8 2liomamuona
pe3yibmame HAKONIeHUs u3ovlmka meou 6 cenamoyumax. Onucanvl 2ucmonocudecKkue uUsmeHeHus
NEeYeHOYHOU NAPeHXUMbl N0 MURY AYMOUMMYHHO20 2enamumd, 6UPYCHO20, alIKO20IbHO20 U
JIeKapcmeeHHo20 nopadicenusi newenu. llo mepe npoecpeccupo8aHus no8ped’cOeHull NapeHXumbl,
Gopmupyemcs ubpos u, enocieocmsuu, yuppo3 nevenu. OObIuHO 6CMpeuaemcs UCmoI0UYecKas
KapmuHa KPYNHOY3I08020 YUppo3a neyeHu 8 ucxooe bonesnu Bunbcona, oonaxo, onucamsl cayuau u
MENKOY3108020 yYuppo3a. s KauecmeeHHO20 6blAGNeHUs 0eNno3Umo8 Meou 8 Ne4eHOYHOU MKAHU
UCNONIL3YIOMCS PA3TUYHbIE 2UCOXUMUYECKUEe Memoobl OKpAcKu (Pooamui, pybeanosdas Kuciomad,

opceun, memoo Tummca ¢ cepoit), 00HAKO, 6Ce OHU UMEIOM HU3KYIO OUACHOCIMUYECKYIO YeHHocmb [65,

66, 67, 6868].

° PexoMennyercst yuactue B TMAarHOCTUKE W BEICHUU MAIMEHTOB ¢ bB MynpTUaMCIMTIITMHApHOK
KOMaHbpl CHEIHATUCTOB B BUIY TOrO, 4TO 3a00JE€BaHHE XapaKTePU3YETCS MOPAKEHHEM MHOTHX
OpPraHoOB M CHUCTEM, TpeOyeT KOMIUIEKCHOW Tepanuu, 4TO IUKTYeT HEOOXOAMMOCTh COBMECTHOTO

BeJICHHS MAIMEHTa CIICIMAINCTaMu pa3Hbix npoduieii [3, 4, 31, 44].

YYP-B; Y/ -2)

KommenTapmii: /Juacnocmuxa u mepanus BB y oemeti ocywecmensemcs ¢ npugiedenuem ciedyiouux
CReYUuanucmos: 8pay-2acmpodIHmepoioz, 8pay-opmanbmonoe, 8pay-Hegponoe, epaid-ncuxuamp, epay-
Hepponoe,  8pau-eemMamonoe/8pau-0emcKull — 2emMamoinoe,  8pad-xupype/8pad-0emcKull  Xupype,

MeOUYUHCKULL NCUXOTO02.
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. ITocne moxarBepkaeHus auarHo3a bB y mpoOanpa, pekOMeHIOBaHA KOHCYJbTAllMs Bpaua-
TeHEeTHKa U MPOBEJCHNE JUarHOCTUYECKOr0 TIOUCKA 10 JaHHOMY 3a00JIEBaHUIO CPEIH POJICTBEHHUKOB
NEpBOM JIMHWMW, BKJIIOYAs CHUOJIMHTOB, POAMTENCH M TIOTOMKOB JJisi CBOCBPEMEHHOI'O BBISBICHHUS
narosioruu. [3, 4, 31, 48]

YYP-A, YIA-1)

KommenTapuii: Crnedyem nposecmu roucyromayuro epauda-ceHemuxa. Ilpu mwamenvnom coope
aHamuesa poOCMEEHHUKO8 NO NPAMOU JUHUU HEOOX0OUMO YOensamb GHUMAHUE BbISGIEHUIO INUZ0008
JHcenmyxu, 3a601e8aHUL neYeHu, paHHel CUMNIMOMAMUKe He8POI02UdecKux omkaoneHul. Ilpoeooumcs
J1a60pamopHO-UHCMPYMEHMAanlbHoe —00cle008anue NAyueHma. aHaius Kposu OUOXUMUYECKULU
obujemepanesmuueckuti  (onpeoenenue  AKMUBHOCMU  AIAHUHAMUHOMpPAHcPepasvl 6  Kposu,
AKMUBHOCMU ACNAPMAMAMUHOMPAHCPEPA3bL 8 KPOBU, YPOBHA 00Ue20 OUIUpyoura 6 Kposu, ypogets
ounupyOuHa Cea3aHH020 (KOHBIOSUPOBAHHO20) 6 KpOosuU, onpeoeienue aKmueHOCMU Wel0YHOU
Gocchamasvl 6 Kposu, eamma-erromamurmpancgepazvl 8 Kposu, YPO8eHb KpPeamuHuHa 6 Kposl,
VPOBEHb MOYesUHbl 8 KPOBU) C UCCLe008aHUeM Memadonusma meou (YposeHv yepyionidasmuHa
CIBOPOMKU KPOBU, CYMOUHAL IKCKPEYUsi MeOu ¢ MOUOU), OGMAIbMON0SUYECKUTL OCMOMpP C YEbio
svisasenus Haauyus/omcymemeus koney Kaiizepa-@netiwepa). Ilo pezyriomamam - pewiaemcs 60npoc
0 HeoOX00UMOCMU NPOBEOeHUs] OUONCUU NeYeHU C KOJIUYECMBEHHOU OYEeHKOU MeOu U MOJEeKYIAPHO-
eenemuyeckoeo ucciredosanusi mymayuti eena ATP7B (Komnnexc uccredosanuti 01 OUaeHOCMUKU

bone3nu Bunvcona-Konosanosa)..

3. JqueHne, BRKJIKOYad MCIUKAMECHTO3HYI0 U HEMCIUKAMECHTO3HYIO TCPAIINH,
AUETOTEPAIINIO, 069360JII/IB21HI/IC, MECIUIMNHCKHE NIOKA3aHUA U IIPOTUBOINMOKA3AHUA K
NMPUMEHCHHUI0 METOAO0B JICUCHUHA

3.1 KoncepBaTuBHOE JIeUEHHE

3.1.1 luemomepanus

o PekoMeH710BaHO OrpaHUuYEHHE MOTPEOJNICHUS MPOAYKTOB OOTaThIX MeEIbI0 10 HACTYIUICHHS
pEMHCCHM CHUMITOMOB W HOpPMallM3allud pPaOOTHl TMEYCHH NAaIlMeHTaM, IMOTYYalollUM XeTaTHYIO
TEPAITHIO C IEJBI0 OTPAHWYCHUS MOCTYIUICHUS MEIH B OPTaHU3M M MIPEIOTBPAIICHHS €€ TOKCHUSCKUX
s dexron [12, 31].

YYP-C, Y4 -5)

KomMmeHTapum: ocpanuyueaiomes npooyKmuvl ¢ 8blCOKUM COOEpHCAHUEM MeOu (neyeHb, KpesemKu,
opexu, wokoaao, epudvt). Kax munumym, 6 meuenue nepeoco 200a neweHus, UCNOIb3Yemcs c60000HAS
om meou 800a, Npu He0OXOOUMOCMU YCMAHABIUBAIOMCS OYUCTIUMETbHbIE QUILMPLL Ol KOHMPOJIS

VDOBH3L COOepAHCAHUsi MeOUu 8 8000NPOBOOHOU 8o0e, M.K. NPU ee 00CMmABKe MO2Ym UCHONb308AMbCA
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MeOoHble mpybvl. 3anpewjaemcs UCNOIb308AMb MEOHYI0 NOCYOY OJisl NPUSOMOBIEHUS U XPAHEHUs NULYU.
Heobxooumo uzbecamv npuema UMAMUHHLIX U MUHEPATbHBIX NPENApaAmos, COOepHCAUUX Melb.
Juemuueckue pekomenoayuu npuU8OOAM K 3aMeONEHUI0 NPOSPeccuposanus 3a001e6anus, 0OHAKO He

Mo2ym UCnoib3oeamuvci KaK eOUHCMEEHH A JIUHUA mepanuu.

OchosHblM Memooom aeyenust BB ssnsemces medvanumunupyowas mepanus, a npu pe3ucmeHmHoCmu
K MEOUKAMEHMOZHOMY JledeHUI0 NPO8O0OUMCs MpaHCHAAHmMayus neuenu. Beco nepuoo nevenus MoscHo
pazoumv na Hauanobuylo @azy u gasy nooodepowcusarowjeri mepanuu. Kpumepuem nepexoda Ha
nO00epICUBAIOWYIO MePanuro s6IAemcs HOPMAIu3ayus nokazameneti 0OMeHa Meou npu 08yxX

nocn1e008amelbHblLX ucme()oeaﬁuﬂx, 6bINOJIHEHHBIX C UHMEPBATIOM 8 3 mecsaya.

3.1.2 Meduxkamenmosnan mepanus

. Ecnmu manumeHty BbICTaBlieH JauarHo3 bB, pekoMeHa0BaHO Ha3HAueHHE IMperapara
*%k

[Menunmmnamua B HadasibHOU 03¢ 250-500 Mr B CYTKHM ¢ TOCTEIIEHHBIM YBEIMYCHHEM C IICIIBIO

CBSI3BIBAHMSI CBOOOIHOM MEIM U YCKOPEHHUS €€ 3KCKpenuu ¢ movoii [3, 4, 31, 69, 70, 71].

(YYP-B, Y1 - 1)

*

KomMmenTapuii: sensemcs npenapamom evl6opa npu aeuenuu Gonesnu Bunscona. Tenuyumnamun
npedcmasisiem cobol NpPou3eo0HOe NEeHUYUIIUHA, MOAEKYAd KOMOpP0o2o COO0epICUm c80000HYI0
CYNbDUOPUNBHYIO  2PYNNY, C NOMOWDBIO KOMOPOU OCYWECMEIAemMCs XelamopHas aKmueHOCMb
dannozo npenapama. Henuyunnamun’ mobunuzyem medb u3 neuenu u Opyeux opeaHos u yeeiuiusden
ee MOYeBVI0 OSKCKDeyuio, d mMakyce UHOYWUpyem Cunmes Memaiiomuonunos. Ilenuyuinamun
HasHauaemcs 3a 1 wac unu uepe3 2 uwaca nocie npuema Nuwu, m.K. eod CHUMcAem KUUEeyHVIo
abcopoyuro npenapama. Hauanvhvie 0o3bt npu mepanuu cocmasnsrom 250-500 me 6 cymku c
nocmenenHuiM (Kasicovie 4-7 OHetl) ygenuueHuem 003wl Ha 250 me 0o neuedbnou dozuposku 1000-1500
Me & cymiu, Komopas Oaemcs 6 2-4 npuema. Jlia demeii nauanshasn 0oza Ienuyuinamuna 250
me/cym ¢ ysenuueHuem 00 mepanesmuyeckou oozupoexku 20 me/xe/cym/ 6 3-4 npuema. Koppexyus
003bl npenapama npou3eoo0Umcs N0 mepe CHUNCEHUsI YPOBHA IKCKpeyuu meou ¢ mouou. Tepanus
HasHauyaemcsa noxcusnenHo. Ilayuenmoi, npexkpamuswiue npuem I[lenuyunnamuna™>, puckyrom
Pa38ums NeYeHOUHYI0 OeKOMNEHCAYUIO UlU OCMPYIO NeYeHOUHYI0 HeOOCMAamoyHOCMb.

Ilobounvie 3¢hghexmuvr na mepanuro Henuyunnamunom passusaromcs 6 30% wuabnooenui. Y
NayueHmos co cmeulanHoul (hesponocudeckoti) popmoti bB 6 30% cnyuaes ommeuaemces yxyouieHue
HeBpO02UYeCKOl CUMNIMOMAMUKU, YMO CEA3AHO ¢ UHOVYUPOBAHHOU 8bICOKOU MOOUIU3AYUEl MeOU U3
neuenu U OMmiodceHuem ee 8 OaA3aNbHbIX A0PAX 2006H020 MO32d, YMO NPOBOYUPYem UlU YCUIusaem

Hegponocuyeckyio cumnmomamuxy. Oxono 25-30 % nayuenmos ¢ bB na ¢pone mepanuu paszeusarom

OCMpPYIO AlIep2UYEecKyI0 peakyuro 6 6uoe Culnu, IUXOpaoKu, KpanusHuywvl. Bozmooxcno pazeumue
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nOOOCMpPOU  MOKCUYECKOU  peakyuu 6 6uoe NpOmMeuHypuu, VeHemeHus KOCHMHOMO3208020
KpOB0OOpawjeHuss UlU XPOHUYECKO20 MOKCUYeCKo2o Oelucmeus Ha Koy (npescoespemeHHoe
cmapeHue, Oeghekmvl 8 opmuposanuu pyoyoeou MKAHU, CEPNUHSUHOZHBIU Nephopupyrowuil
9ACMO3, 8CLEOCMBUE MOKCUYECKO20 B030€UCMBUSl HA KOJLIA2EHOBbIE BOIOKHA, B03MONCHO PA3GUMUE
crabocmu cocyoucmou CMeHKU), UMMYHHYIO CUCTeMY C pa3eumuem aymOUMMYHHbIX 3a001e8aHuUll
(cucmemHas KpacHas GONYAHKA, aApmMpumvl, NOSblUleHUe AHMUHYKIeApHO20 Gakmopa), a makaice
crudicenue pesucmenmuocmu K ungexyusm. Ipu npumenenuu Ienuyunnamuna — paszéusaemcs
HeOdOCmamoyHOCmMb NUPUOOKCUHA, YMO mpedyem HaszHaweHus eumamuna B6 (nupuookcun) 6 doze 25-
50 me/cym.

Ilpu ceoespemeHHOM KOPPEKMHOM JeyeHuu (00 803HUKHOBEHUS NOPANCEHUs NedeHU/NOBPeHCOCHUs.
2071061020 M032a) y 90% nayuenmos ommeyaemcs NOLOHCUMENbHASL OUHAMUKA C 860CCMAHOBIEHUEM
neueHOUHbIX MapKepos 6 meuerue 2-6 mecsyes [12].

Ilpomueonoxazanusimu K HPUMEHEHUI0 NEeHUYULIAMUHA — SAGIAIOMCS  YY8CMBUMENbHOCIb K
NeHUYUWIIaMuuy**  u  Opyeum  KOMNOHewmam  Npenapamd,  acpamyioyumos,  NOYeyHas
HeO00CmamoyHOCmMb, HAPYUEHUS 2eMON033d, 0emCcKUll 8603pacm 00 3-X aem.

Koumponws neuenus nposooumcs 1 paz 6 nedenro Ha smane cmapma mepanuu U 6 NeEpUo0 NOGbIUECHUSL
003bl neHuyuilamuHa**, danee nabopamopHvie U UHCMPYMEHMANbHbIE UCCIe008AHUS NPOBOOSIMCS
Kaxcovle 1-3 mecaya 00 HacmynjieHus pemuccuu, u oaiee Kaxcovie 3-6 mecayes (803M0OHCHO yauje no
nokazanuam). Hecobniodenue pedxcuma mepanuu Mmodcem NPUBECMU K YePOICAIOWEMY HCUSHU
COCMOSAHUIO, NOIMOMY NPU  HUSKOU KOMWIAEHMHOCIU UHMEPBATbl  MeHCOy KOHMPOIbHbIMU
UCCNEO08AHUSIMU  QOJIICHBL ObIMb KOpoUe, OCOOEHHO MO0 KACAemcsi NAyueHmos NoOpOCHmKOB020
sozpacma. K konmponio mepanuu omnocamcs:

- QusukanvHoe 00credosanue (8vlsAgieHue HosoU cumnmomamuky BB uiu pazeumue nobOOuHBIX
aghghexmos om mepanuu);

- Onpedenenue cymoyHou sKcKkpeyuu meou 6 mode. Ha ¢hone noooepowcusaioweri xenamnou mepanuu
VPOBeHb IKCKPEMUpyemol CYMOUHOU MeOUu ¢ MOYOU HeoOX00UMO nodoepxcusams 6 ouanazone 200-
500 mke (3-8 mxmonw) 6 cymxu [3, 12, 31];

- Onpeoenenue ypoeHs c80000HOU CblBOPOMOUHOU Medu. (OueHb HU3KUE 3anacbl Meou MOo2ym
CUCHATU3UPOBATL 00 UCTOWEHUU 3anaco8 MeoU, 803HUKAIOWeM y pAa0ad NAYUeHmos npu OAUmenibHoM
newenuu [31];

- [Iposedenue ananuza Kpogu OUOXUMUYECKO20 0bOWemepanesmuuecko2o (onpeoeieHue aKmusHOCmu
ANAHUHAMUHOMPAHCpepasvl 8 Kposu, aKMUHOCMU ACnapmamamuHompancgepasvl 8 Kposu, YpOoGHs
obueco OuUNUPYOUHA 8 KpOoBU, YPOBEHb OUNUPYOUHA CBA3AHHO20 (KOHBIOCUPOBAHHO20) 8 KpOsuU,
onpeodenerue akmugHOCMU Wel0yHou hocghamasvl 6 KposU, 2amMma-2IomMamuimpancgepasvl 6 Kposu,
VPOBeHb KpeamuHuHa 8 KposU, YPOBeHb MOYeBUHbl 8 Kposu). lleuenounvle nokazamenu Ha ¢poue
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xenammuotu mepanuu Hopmanuzyiomes 6 meuerue 3-12 mecayes [31];

- Oyenka o00weeo (KIUHUYECKO20) aHANU3A KPOBU  PA3BEPHYMO20 — MOHUMOPUPOBAHUE
HeXCelamenvbHblX peakyuli Ha ¢one mepanuu. Mozym onpedenamovcsa anemus, HeUMpOneHus,
mpomooyumonenus [44];

- Jna ceoespemennoeo 6vissnieHus nobounvix sghghexmos xenamuoun mepanuu (Ilenuyunnamun™**),
Hanpumep, NPomeunypuu, ciedyem KOHmMpOoIupo8ams 0OWEKIUHUYECKUL AHAIU3 MOYU He pedce, yem |
pasz 6 6 mecayes unu yawe no nokazaumusim [3, 45];

- Eoicecoonoe obcnedosanue 6pauomM-opmanvmMoniocom ¢ OCMOMpPoOM 8 ujenesou Jjaamne OJis
Habaroenus 3a koavyamu Kaiizepa-@uetiwmepa. Ilosenenue xoney Katizepa-@netiwepa u Hanuuue
UBMEHEeHUll 8 OUOXUMUYECKUX NOKA3AMENAX YKA3bI8AIOM HA He0OX00UMOCMb KOPPEeKYUuu mepanuu uiu
Ha HecoOII00eHUe MEPAnesmuiecKko20 percuMa NayueHmom;

- [Ipogedenue HeuH8a3UBHBIX UHCTNPYMEHMAILHBIX UCCIE008AHUL, MAKUX KAK Diacmomempus nedexu,
Vavmpaseykoeoe uccrnedoseanue opeanos oOprowHol nonocmu (Komniekchoe) He pedce 1 pasa 6 6

mecsyes.

o PekoMengoBaHa Tepamus BTOPOrO psiia TpH  HenmepeHocumoctd  [lenwmmmiammaa™*
npemnaparamu 1uHKa (#llunka cynbdar).. manuentam ¢ bB ¢ 1e1bpi0 CHUKEHUS BCAChIBAHUS MEIU B
KHIIeyHUKe B 03¢ 150 Mr B IeHb 3JIeMEHTapHOTO IMHKA B TPU NIpUeMa, y JeTei miauie 5 et — 25
MT 3JIEMEHTapHOTO LIMHKA 2 pa3a B JCHb, Y JeTeil ctapuie 5 ner: 75 mr/cyT (eciu peOeHOK BECUT
Menee 50 kr) umm 150 mr/cyt (eciu macca tena 6omee 50 kr) B 3 mpuema 3a 30 MUHYT 10 TIpueMa
numu [73, 74, 75, 77].
YYP-B,¥YI1-1)
KommeHnTapuii: yunxk nooasnsem 6cacvléanue Mmedu 6 KUWEYHUKE U NPUMEHSAEmcs KAk
anomepnamuenoe Jnewenue npu BB. Ilpenapamel  yunka UHOYYUPYIOM — MeMALIOMUOHUHBI
IHMEPOYUMOo8, 001a0AUUX 8bICOKUM CPOOCMBOM K MeOU, Ymo NPpUEOOUm K 3axeamy mMeou u3 nuuju
MEMANIOMUOHUHAMU, CEA3bIBAHUIO 68 HNUMENUU KUMEYHUKA, U NPEenImCcmeuro abcopoyuu memaiia 6
CUCMEMHDBLI KPOBOMOK C 8blOeNieHueM U3oblmka meou ¢ kaiom. Ilpenapamvl yunka menee moKCcuuHbl,
yem xeramopot [13, 74].

Dhgexmusrocmv mepanuu YuHKOM cedyem oyeHUu8amy no KAUHUYECKOMY U OUOXUMUYECKOMY
VAYUWEHUIO, UBMEPEHUIO CYMOYHOU IKCKpeyuu meou u yunka ¢ moqoul. Ilpu cmapme mepanuu yposeHs
IKCKpemupyemou meou He oondicen npesviams 100 mxe 6 cymxu (1,6 mxmonv ¢ cymrxu) [3], na
nooodepacusarowei mepanuu - 6 ouanaszorne 30-75 mxe ¢ cymku (0,5-1,2 mxmons 6 cymxu); yposenn
meou 6 moue Hudce 30 mke 6 cymKu yKazvléaem HA Nepe0O3UpoBKy npenapamom. Yposenv
CbIBOPOMOYHO20 YUHKA U IKCKPEMUPYeMO20 YUHKA clledyem noodepaicusams gviute 125 mxe/on u 1,5-2

2/0enwb, coomeemcmeento [31, 76].
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Bosmooicnvie nobounvie aghgpexmul: co cmoponvl IKKT ommeuaemces pazopasxicenue causucmou
00010YKU JHceNyOKa, NOBbluleHUe YPOBHA MPAHCAMUHA3 8 Hayane aeyeHus. L{unk modcem obradamo
UMMYHOCYNPeCCUBHbIM dhekmom u ymeHbuwams Xemomaxcuc aeuxkoyumos. Moowcem npouszotmu
nos8blUeHUe YPOBHS CbIGOPOMOYHOU JUNA3bL  UW/UIU aMunasvl 6e3 KIUHUYeCKUX NpOoseleHull
nawkpeamuma. Ycuneuue He8poI02U4ecKOU CUMNMOMAMUKY NPU NPUMEHEHUU YUHKA 8Cmpedaemcs
peoko. bezonacHocmyb 8b1COKUX 003 YUHKA OJi NAYUEHMOG C HAPYWEHUAMU QYHKYUU NOYEK, NOKA He

onpeodenena [78].

. [TaruenTam ¢ GECCUMNTOMHBIM TedueHHEeM bB pekoMeHI0BaHO pacCMOTPETh BOMPOC O BEIOOpPE
B KauyecTBE IMpemnapara NepBod JMHUU TpenapaThl nuHKa (#llunka cynbdar) B CBSI3M ¢ MEHBIIMMHU
nobounsiMu aeiictBusmu [70, 79, 80, 81, 82]

(VVYP—B, V][/[-1)

Kommenrapuii: npu pewenuu e6onpoca o HasHaveHuu mepanuu npenapamamu yuuka (Lunxa
cynogham) credyem NpuHsmb 60 GHUMAHUE, YMO NPU HAIUYUU KIUHUYeCKUX nposeienutl BB
npenapamom évlbopa ocmaemcs Ienuyunramun™*. [3, 4, 31]

Pacnpocmpaneno muenue 06 s¢pghexkmusnocmu  komnaexcnou mepanuu Ilenuyunnamunom™®* u
npenapamamu Yuhkd, 0OHAKO HeOOCMAamoyHo OaHHbIX NO MO meme.

Ilpu cosmecmHom npumeHenuu npenapamos YUHKA ¢ NeHUYULIAMUHOM UILU MPUEHIMUHOM UHIMEPBal
MedHcOy npuemom OO0JIHCEeH COCMAsIsAmb He MeHee 2 Yacos.

o PexomenaoBaH mnpenapar BTOPO TUHUH TEpanuy MPH HETEPEHOCHUMOCTH MEHUIIIIaMiuHa™ *
TpueHTHH (TPUSTHJICH THAPOXJIOPUI) C IENbIO CBS3BIBAHUSA CBOOOTHONW MEAM M YCKOPEHHS e¢
AKCKPEIMHU C MOYOM.

YYP-B,¥YI1-1)

KommenTapmii: Tpuenmun He menee 3hpexmuero, uem neHUYyuIIAMUuH, Cea3viéaenm U ble00UmM medb
¢ mouotl npu 6one3nu Bunvcona. B 6onvuuncmee ciyuaes ece nobounvie d¢hghexmuvl neHUYUIIAMUHA
nocie e2o OmMeHbl NpoxXoosam U He 60300HosnAOmMcsA npu npueme mpuermuna. Cymounas 0o3a
npenapama cocmasisem 1-2 e 6 mpu npuema 3a 60 munym 0o edvl unu yepe3 2 uaca nocie npuema
nuwu. B HauanvHol ¢aze mepanuu mpueHmur 00blyHO HasHauyaemcs 8 003e 750- 1500 me/cym., @
noooepaicugarougeli - 6 0oze 250-500 me/cym., pazoenennou Ha 2-3 npuema.

Tpuenmun 00HOBpEMEHHO C MeOblo Xeramupyem icene3o, HeobXooumo uszbe2amv COBMECHHO20
86e0eH1sL IMO20 NPenapama u npenapamos xHeeiesd, maxk KaxK ux Komniekc moxkcuyer. Ilocneocmeuem
U30BIMOYHOL Mepanuyu Modxcem cmams oopamumas cudepooiacmuieckas anemus. B yenom moorcno
cKazams, ymo noOouHvle peakyuu, Habaroaemvle npu Mmepanuu NeHUYUIIAMUHOM™ ™, YMeHbUAOmcs

npu amene eco mpueHmuHom, U ux peuu()uea npu ONUMENbHOM npueme npenapama He ommedaenicA.
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Jlns 0Oemetl pexomendyemas 0o3a mpuenmuna cocmasisem 20 me / ke /0eHb (MONCHO OKpyeaums 00
onuncaviwux 300 me). Hexomopwvimu ucciedosamensimu OblIO BbICKA3AHO NPeOnolodiCceHue, 4mo
B03MOJICHO NpUMEHEHUe MPUEHMUHA 0OUH pa3 8 OeHb 8 Kauecmee noodepxcusarowen mepanuu. B
cayuae noomeepicoeruss 8 bonee KPYNHuIX UCCIe008AHUAX MAKOU pPedHcuUM O003UPOBAHUSL NOMOICEM
obnecyums Kawecmeo oicuznu nayuewmam. Koumponv sppexmuenocmu, kax npu mepanuu
nenuyuniamunom**.  Haubonee msicenvim nobounvim s¢hghekmom sensiemcss cudepodiacmuas
anemus. [4, 3, 31, 87]

B nacmoswee epems mpusmunien eudpoxﬂopua He 3apeaucmpuposan 6 PD.

Pezucmpauus npenapama osrcudaemes 0o Konua 20212.

3.1.3 Tepanus ocnosicnenuii
3.1.4 Tepanus Bo BpeMsi OEpEeMEHHOCTH
o PexoMeHn10BaHo NpOIOJDKUTH Tepanuio bB npu 6epeMeHHOCTH U B MOCIIEPOIOBOM MEPUOJIE C
IENIbI0 COXpaHeHHs TeueHus: BB B craauu peMuccuu, oJTHaKO, yYUTHIBasi ONIACEHUS 110 TIOBOY
MOTCHIMATBHON TEPATOTEHHOCTH, CIICyeT CHU3UTh J03bI XeJIaTOPOB Ha IPOTSHKCHUH BCel
O0epemennoctr Ha 25-50% oT ucxoaHOM 10361, Tepanuio MUHKOM MOKHO COXPaHSTh 0e3
KOPPEKTHPOBKH JI03BI.
YYP-C,¥YI/J-5)
KommenTapmii: ciedyem nposooumes KoHmpoab 1a60pamopHuIx nokazameiei 0oMeHa meou (He
peace I paza 6 3 mecaya). He pexomenoyemces coemewyams npuem neHuyuiiamuna™** ¢ epyounsim

BCKAPMAUBAHUEM, NO NOBOOY NPENAPAMO8 YUHKA HeOOCMAmouHO OaHHbIX 8 Hacmosiuee epemsi [12].

3.2 Xupyprudeckoe Je4eHue

. Pexomen0BaHO mNpoOBeIEHUE TpaHCIUIAHTAUUW II€YEHW IIPU HAIWYUKA ITOKa3aHWMU:
pa3sBUTHE OCTPOIl MEYEHOYHOW HEeIO0CTaTOYHOCTH, HeI()(EKTHBHOCTH Tepamnuu XeaaTopamMu
MEAW B TEUYEHHE HECKOJIBKHX MECSLEB y NAMEHTOB C JEKOMIEHCHUPOBAaHHBIM LIMPPO30M
[IEYEHU; BO3HUKHOBEHME TSKEJIOM IMPOTPECCUPYIOIIEH NMEYEHOYHOM HEAOCTaTOYHOCTH IIpU
CaMOCTOSITEIbHOM ~ TPEKpalleHUH  JIEYeHMs, MPOTPEeCcCUPYIOIUX M HEoOpaTUMBIX
HEBPOJIOTUYECKUX HapylieHusx. [3, 4, 31, 83, 85]

(YYP-C, ¥4 -5)

KommeHnrTapmii:  gvrcusaemocmv  nayuenmos 6 meuenue 2004 NOCAe  YP2eHMHOU
MPAHCNIAHMAYUU 1O NOBOOY (YYIbMUHAHMHOU NeYeHoUHoU Hedocmamouynocmu npu BB
oocmuzaem 70%, 6 omcymcmeue mpanchianmayuil blHCUBAEMOCMb COCMABIAem eOUHUYHbLE

crydau. Hpu mpaHcniasmayuu nedyeHu Ha cmaouu dekomneﬂcupoeaHHozo yupposa nedernu
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8bIIICUBACMOCTIb NAYUEHMO8 8 meyeHue 200a cocmasnsiem 95%, uepes 5 nem — 83%, uepes 10
nem — 80%. Viyuwenue Hesponocuueckoli cumnmomamuku nocie MpPAHCHIAHMAYUU
Habmooaemcs donee uem 6 50% cayyaes. OOnako, eciu He8POIO2UYECKAS. CUMNMOMAMUKA
nepcucmupyem 6onee 2 nem Ha (QoHe NeyeHUs, YIyYueHUe Pe3yibmamos nocie npoeedeHus.
OPMOMONUYECKOU MPAHCNIAHMAYUY NeYeHU UIU  NPOOOJIICEHUs. XelAmOpPHOU  mepanuu
manoeeposmuo. Buvlocusaemocmv nayuenmos co cmewannou gopmoii BB nocne npogedenus
MPAHCNIAHMAYUU NedYeHU HUdce N0 CPABHeHUlo ¢ neyeHounou gopmoil. Tpancnianmayus
neueHu npusooum K HOPMAIU3AYUU 0OMeHa MeOu, NOBbIUEHUI) VPOBHS YepyIONId3MUuHd 6
nepevle  Mecsaybl NOCle ONepayul, CHUNCEHUINO IKCKpeyuu Meou ¢ MOUYOU Nocie
MpAaucniaumayuyu ¢ NOJHOU HOpMaiuzayuer OaHHLIX nokazamenet K 6-9 mecayy
nocieonepayuonHo2o0 nepuoda, ucyesnHosenuio xoney Kauzepa-@netiwepa y 60nbuuncmea
nayuenmos [83, 85].

Tlocne mpancnaianmayuu nevenu nayueHmsi He Hysxcoaiomest 6 mepanuu bB [84].

4. MenuuMHCKAasl peaduauTaAlMs U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIUIUHCKNUE MIOKA3AHUA U MPOTHBONOKA3AHUS K PUMEHEHUI0 METO10B
MeIUIUHCKON peadWIuTaunuy, B TOM YUCJI€ OCHOBAHHBIX HA MCIOJIb30BAHUM
NPUPOJHBIX Je4eOHbIX (PAKTOPOB

He pa3paborana.
5. IlpoduiaakTuka U JUCHAHCEPHOE HAOJI0eHHe, MeIUIIMHCKHE TOKA3aHMs

U IPOTHBONOKA3AHUA K IPUMEHEHUI0 METOA0B NPOPUIAKTUKH

e PexoMeHI0BaHO B ITpoliecce KOMILJIEKCHOTO JeUeHusl nanueHToB ¢ bB ocymecTBisTh
KOHTpOJIb MOKa3aTenel o0Iero (KIMHUYECKOr0) aHajlu3a KpPOBH Pa3BEpHYTOrO, aHalIM3a
KpOBU OMOXUMHUYECKOTO o01eTepaneBTUYECKOTO (ompenenenue AKTUBHOCTHU
aJlaHMHaMUHOTpaHcdepa3bl B KPOBH, AaKTUBHOCTH aclapTaTaMHUHOTpaHc(epasbl B KpPOBH,
ypoBHA  oOmiero  OwiupyOMHa B KpPOBH, YpPOBEHb  OWIMpYOMHAa  CBS3aHHOTO
(KOHBIOTHPOBAHHOTO) B KPOBH, OIpE/IeIeHue aKTUBHOCTU IIEIOYHOM (ocdarazbl B KpoBH,
raMMma-riiroTaMuiaTpancdepasbl B KpOBU, yPOBEHb KpEaTUHUHA B KPOBH, YPOBEHb MOUEBUHBI B
KpOBH), a TaK)Ke MPOBEJIEHUE KOaryJorpaMMbl (OpUEHTUPOBOYHOIO UCCIIEIOBAHUS CUCTEMBI
reMocTasa): oIpeaesieHue MpOTPOMONHOBOTO (TPOMOOIIACTUHOBOTO) BPEMEHH B KPOBH WM
B IUIa3M€ M MEXAyHapoAHOro Hopmainu3zoBaHHoro otHomenus (MHO) ne pexe 1 pasa B 6

MECSIIIEB B NIEPUOJT PEMUCCHH MIIM Yalle 1Mo mokasanusm [3, 4, 31, 44].

(YYP - C, YT - 5)
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e PexoMeHg0BaHO BceM mamyeHTaMm crapuie 1 roja B MpoIecce KOMIUIEKCHOTO JICUCHUS
MIPOBEJICHUE HCCIICJIOBAHMS YPOBHS IEPYJIOIUIa3MUHA B KPOBU C LEJIbIO YCTaHOBJICHUS
nuarno3a bB u koHTpons Tepanuu kaxiable 3-6 MecsleB B NEPUOJA PEMUCCHH (BO3MOXKHO

yaie o nokasanusm) [3, 4, 31, 44].

YYP-C, Y1 -5)

e Bcem mnaunuentam ¢ bB pexomeHnoBaHO B mpolecce KOMIUIEKCHOTO JICUEHUS
WCCJICIOBAaHNE YPOBHS MEIU B KPOBH M ONpEJCIICHHE YpPOBHS CBOOOMHONW MeaH, a TaKkKe
OTIpe/IeNICHUE CYTOYHON SKCKPEIMH MEIU B MOYE KaXKIble 3-6 MecsleB B MEPHOJ PEMHUCCHH

JUTS IMarHOCTHKH U KOHTPOJIS JIedeHHs (BO3MOXKHO Yallle 110 mokazanusm) [3, 4, 31, 44].
YYP-C,YIAA-5)

¢ PexomennoBano namuentam ¢ bB npoBenenue ynbTpazBykoBoro uccinenoanus (Y3M)
OpPraHoOB OPIOIIHOW TOJIOCTH W TOYeK (YIbTPa3BYKOBOE HCCIIEIOBAHHE OPTaHOB OPIOIIHOM
MoJIOCTH  (KOMILJIEKCHOE), YIIBTPa3BYKOBOE HCCIEOBaHUE I04YeK), (ubposnacrorpadum
nedyeHd (DJacToMeTpHsi MEYEHH) C IEeNbI0 JUAarHOCTUKH MOpaXeHUH u (uOpo3MpoBaHUs
renaroouIMapHOi CUCTEMBI KaXKIble 3-6 MecsIeB B MEPUOJ PEMUCCUH (BO3MOXKHO Hallle Mo

nokaszanusMm) [3, 4, 31, 44].
(YYP—C, VIJI - 5)

e Cembam ¢ BB pexomenayercss KOHCYNbTallMsi Bpada-T€HETHKA, C IEJBIO OMpPEaeTICHUS

TeHETUYECKUX PUCKOB JI1 CEMBH U MPOTHO3a motoMcTBa [3, 4, 31, 44].

YpoBeHb  [OCTOBEPHOCTH J0Ka3aTeJbCcTB — S  (ypoBeHb y0eaqMTEJbLHOCTH

pexomenaanuii C).

o KomMmeHTapum: Ilpenamanvuas ouacnocmuxa BB 6o3mooncna memooamu  JIHK-
ouaenocmuxu. Kax u npu opyeux aymocommo-peyeccugnvix 3abonesanusx npu BB ona

Kaxcooll bepemeHHOCmU pUcK podicoeHus pebenka cocmagnsem 25%.

L4 PexoMmeHnmoBaHo BCceM IMalli€HTaM €KEToJHOe O6CJ'ICI[OB3.HI/IC Bpa‘-IOM-O(I)TaJ'IBMOJ'IOFOM C

OCMOTpOM B IIeJICBOH JlamIie Jijisi HaOroieHus 3a konbliamu Kaitzepa-®neitmepa [3, 4, 31, 44].
YYP-C, YA -5)

26



¢ PexoMeH10BaH MYJIbTUIUCIUILUTMHAPHBIN MOAX0J K HAOIIOIECHUIO U JICUCHUIO MAlMEHTOB C
bB cneunanucramu pasHbix npoduiiel (BpauoMm-mieguaTpoM, BpauyOM-TEPareBTOM, CEMEHHBIM
BpayoM,  BpayOM-TEHETUKOM,  BpPauOM-HEBPOJOTOM,  BpPauOM-JUETOJIOTOM,  BpayOM-
odranpmonorom, BpPaYyOM-TaCTPOIHTEPOJIOTOM, BpayOM-TICUXHATPOM, BMEIUIIMHCKUM
NICUXOJOTOM, M JPYTMMH TI0 KIMHHUYECKOH HEOOXOAMMOCTH) C LeJbl0 o0ecredeHus

KOMIUIEKCHOW TepaIruy U CBOEBPEMEHHON €€ KOPPEKIUU PU He0OXOIUMOCTH.

(YYP-C, YA -5)

KommenTapuu: nayuenmam c cumnmomamuueckou snunencuei Heooxooum koHmpoab DI,
MPT uw/unu KT, Y3U enympennux opeanos (1-2 paza 6 200 no nokazauusim).

Escecoono nayuenmul 00ndicHbl npoxooums yenyOieHHY0 OUCNAHCepU3ayuro, 20e makxice
oCyuecmanaiomes HeoOXxooumvle peaduIumayuOHHble MeponpUsIMus.

Pooumenu 0ondicnvl 6bimv 00yueHbl NPABULAM OP2AHU3AYUL 8 NEPUOO PEMUCCUU.

6. Opranu3anus 0Ka3aHusi MeJIMIMHCKON MOMOIIIU

Juacnocmuxa u mepanus BB y oemetl ocywecmansemcs Ha 6aze cneyuanu3uposaHHblx
CMAYUOHApo8 2aCMpPOIHMEPONIOSUYECKO20 (2eNamolo2uieckKo20) npouis ¢ npugiedenuem
CleoyIiouux Cneyuarucmos: 6pay-2acmposHmeposoz, 8pay-oQhmanbmMonoe, 6pai-Hesponoes,
epay-ncuxuamp,  6pau-He@ponoe,  6paAU-2eMamono2/8pay-0emcKull - 2emMamonoe,  8pay-
Xupype/8pay-oemckuil xupype, mMeOuyuHckuu ncuxonoe. Ilepsuunas ouacHocmuxa u Havano
mepanuu y demell ¢ Oone3nvlo Bunvcona ocywecmensemcs Ha 6aze cneyuaniu3upo8aHHo20
cmayuonapa u ekarouaem 6 cpeonem 30 Kotiko-Ouell ¢ 00513amenbHOU OYeHKOU Memaboausma
Mmeou, cmeneHu  PuUOPO3UPOBAHUS  NEUEHOUHOU  NAPEeHXUMbl U  HAPYWEHUs  NCUxo-
Hegpoo2udeckux QyHKyull, ¢ onpeoeieHuemM NOKA3aHUL Ol C80E8PEMEHHO20 GbINOIHEHUs.
opmomonuueckot mpancnianmayuu nevenu |3, 4, 31, 83, 85].

Koncepsamusnaa mepanus nposooumcsi nHa 0aze Kpy210CymouHo20 uiu OHEe8HO20
cmayuonapa ¢ 00a3amenvHblM KOHMpOaeM 1aO60pamopHulX noxazameneu u nocieoyrouell
npeemMcmeeHHOCMbI0 ¢ aMOYIAMOPHbIM 36eHOM 30pagooxpanenusa: Ha 1 mecaye mepanuu
OCYWeCMBIAemcs.  eHceHeOeNbHblll  KOHmMpoab — 1abopamopusix  noxazameneti  (oowuil
(krunuueckuu) ananuz Kposu pazeepHymvlil, OOWEKIUHUYECKUT AHAMU3 MOYU U YPOBEHb
Kpeamununa 6 kposu), Ha 1 200y — edxcemecsunvii, Oaree 1 paz 6 3 mecsaya, ¢

npeemcmeerRHoCmysito Meofcdy CmayuOHAPHbIM U aM6szam0pr1M 2MAaAnom HaOI0O0eHUsl.
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Cneyuanusupogannoe cmayuorapHoe HabnodeHue ocywecmensemcs 2 paza 6 200 Ha
baze KpyenocymoyHo2o CmayuoHapa uiu Ha 06aze OHeBHO20 CMAYUOHAPA Npu OMCYMCMEUl
HeoOX00UMOCMU 3AMeCMUMeNbHOU UHQYZUOHHOU MEPAnUU, C eHCeMECAUHbIM AMOYIAMOPHLIM
HabnoOeHueM nayuenmos no MeCcmy JCUMeNbCmea epadeli Cneyuanucmos: neouampa u
2aCMpPoIHMEPOJI02a NPU NeYeHOYHOU U CMEWAHHOU (opmax 3a601e8aHuUsl, NCUXOHEBPOLo2a U
ncuxonoea npu cmeulaniou gpopme bB.

Pexomenoyemcs  pecynsipnoe  ambynamopumoe — HaOM0OeHue  3a  NAYUEHMAMU

(nOAUKIUHUYECKUT npUeM Ulu OHe8HOU CMAayUoHap) ¢ 20CRUMAaIU3ayuell 8 CeyuaIu3upoSaHHy0

KAUHUKY (KPY210CYMOUHOe omoeleHue) 8 Ciyuae passumus 0CI04CHeHUll 3a001e8aHus.

7. JonoaHuTeNbHAA HHPOpManud (B TOM yncjie (pAKTOPbI, BJIUSONIAE HA
HCXO0/1 3200/1eBAHUS WM COCTOSTHUSA)

7.1 Ucxoabl 1 MIPOrHO3

BB saBnsercs mporpecCupyrouum 3a00JIeBaHUEM U IIpu OTCYTCTBUU CBOCBPCEMCHHO HayaTou

TEpanuy MalMeHThl YMUPAIOT OT OCJIOXHEHUH LUpPpOo3a MEYEeHU W/WIHM PeXe OT MPOrpecCHUpyromien

HEBPOJIOTHYECKOH cuMnToMaTHkU. [Ipm 3ddekTnBHOCTH XenaTopHOW Tepanuy WIH YCICIIHOM

IMPOBCACHUHU TPAHCIVIAaHTAllUU IICUYCHH IIPOTrHO3 3a00y1eBaHUs 6HaFOHpHHTHHﬁ.

HpOFHOS IIpu BB cBs3aH co cTeneHbpl0 JCKOMIEHCAIMU MNEUECHOYHBIX (I)YHKI_H/II‘/‘I, TAXKECCTBIO

HeBpOJ'IOFI/I‘IGCKOI\/JI CUMIITOMAaTUKN U NPHUBCPKCHHOCTHIO TCPAIIUU. HopManmauHs[ TICYCHOYHBIX

(GyHKIMI NMpoucXoauT Ha 1-2 rony Tepamuu M HE MPOTPEecCUpPYeT MpPHU MOJHOM BBIIOJHEHUH BCEX

PEKOMEH AL,

KoncepBatuBHass Tepanus He »H(pdexkTuBHA MpH (YIbMHUHAHTHOM TEYEHUHU

3aboneBanus. beu1 pazpaboran mporHoctuueckuii nHaekc bB (Dhawan et al.), coriacHo kKoTOpoMy

olieHKa cBbiie 11 OamioB cBsi3aHa C BBHICOKOW BEPOSATHOCTHIO JIETAIILHOTO MCXOJla MPU OTCYTCTBUU

CPOYHOI OPTOTOMUYECKON TPaHCIUIaHTAIMKY TedeHu (Tabum. 2) [47, 86].

Ta6muna 2 -Ilpornocruueckuii uunexc bB (B Mogudukanuu Dhawan et al.) [47, 86]

ITokazarenn 1 Gann 2 Ganna 3 Ganna 4 6aina
bunnpy6un (mxmons/n) | 100-150 151-200 201-300 >300
ACT (En/m) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
Jleiixormrsi (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
AnpOymMUH /71 34-44 25-33 21-24 <21

CyMMapHaﬂ OYeHKa cevlute 11 bannos ceazana ¢ 6blCOKOU BEPOAMHOCNIbIO 1€majlbHO20

mpaHncniasmayuu ne4eHu.
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Hesponoruueckas cumnromatika bB nump yactuuHo oOpatuMa mpu Tepanuu XeaaTopamu U
MPOBEJICHUH TPAHCIUIAHTAIIMHA TICYCHU, YTO CBSA3aHO C HEOOPATUMBIMH IMOPAXKCHHUSIMH IOJAKOPKOBBIX

AACP T'OJIOBHOTO MO3ra TOKCHMYCCKUMU KOHICHTpAaUUsAIMU MCIU.
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Kpurtepuu oneHky kayecTBa cnenuaJIn3upoOBaHHON MeIUIIUHCKON MOMOIIU

B3POCJIBIM H AeTsiM npH 00se3un Buibcona (koanl mo MKB - 10: E83.0)

Ne Kpurepuii OuneHka BbINOJTHEHHUS

1. | BrimosnHeHO ncciie0BaHNE KOHIIEHTPALUN YPOBHS Ja/Het
LepyJIoIIa3MIHa B CHIBOPOTKE KPOBU  Kakable 1-3
Mecs1La 10 HaCTYIJIEHHs] pEMHCCHU, U Jaliee KX Ible
3-6 MecsineB (BO3MOXKHO Yallie 10 TTOKa3aHHsIM).

2. | BoimonHeHO ompeseNeHne CyTOYHOM SKCKPEIH Ja/Her
MEeIU B MOY€ Kaxkaele 1-3 Mecsma 10 HaCcTyIUIeHUS
peMuccun, U anee Kaxable 3-6 MecsieB (BO3MOXKHO
Yalie 1o MOKa3aHusIM).

3. BrinonHeH o0umii (KITMHUYECKUH) aHaIH3 KPOBU Ha/Her
pa3BepHyYTHIN | pa3 B HENETIO Ha ATale cTapTa
Tepanuu, aauee Kaxasle 1-3 mecsua 1o
HACTYIIJICHUS] PEMHICCHH, U Jlasee Kakaple 3-6
MecsIeB (BO3MOKHO YaIle 10 TOKA3aHHSIM ).

4, BrInonHeH aHaIu3 KpOBU OMOXUMHUYECKHM Ja/Her
oOmeTepaneBTHUECKUH (ONpeieNieHue aKTHBHOCTH
alaHUHaAMUHOTpaHc(epasbl B KPOBH, aKTHBHOCTH
acrmapTataMMHOTpaHc(epasbl B KPOBHU, YPOBHS
o0miero OMMpyOMHA B KPOBH, YPOBEHb OMIIMPYyOHHA
CBA3aHHOTO (KOHBIOTMPOBAHHOTO) B KPOBH,
orpeJiesieHNe aKTUBHOCTH IIeJI0UHON (ocdarasbl B
KpOBH, raMMa-TJIIoTaMuIITpaHcdepasbl B KPOBH,
YPOBEHb KpeaTHHHMHA B KPOBH, YPOBEHb MOYEBHHBI B
KpoBH) 1 pa3 B HEEJIO Ha 3Tale CTapTa Teparnuy,
Janee Kaxaple 1-3 mMecsia 10 HaCTYIUIEHUS
peMuccHH, 1 Jajee Kaxase 3-6 Mecsaues (BO3SMOXKHO
Yarie Mo NOKa3aHHsIM).

5. Bemonnen oOmeknuardeckuii ananus mour 1 pas B | Jla/Het
HEJISJIO Ha JTalle cTapTa TePaIuH, Jainee Kakapie 1-
3 Mecs1a 10 HaCTYIUICHUSI PEMHUCCHH, U Jajiee
Kaxple 3-6 MecsreB (BO3MOXKHO Yallie 1o
MTOKa3aHUsIM).

6. | BommonneHna koarynorpamma (OpreHTHPOBOYHOE Ja/Her
UCCIIEIOBAHNE CUCTEMbI TEMOCTa3a): ONpe/IelICHHE
MPOTPOMOMHOBOTO (TPOMOOILIIACTHHOBOTO) BPEMEHHU
B KPOBH HJIH B TIIa3Me U MEKTYHAPOIHOTO
HopmanuzoBanHoro otaomenus (MHO) 1 pas B
HEJZIENIO Ha dTare cTapTa Tepaluu, Aajee Kaxasie 1-
3 MecsiIa 10 HaCTYIUICHHsI PEMUCCHH, H Jajiee

Kaxple 3-6 MecsreB (BO3MOXKHO Yallle Mo
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MTOKA3aHUsM).

BrinonHeHo YabTpa3ByKOBOE UCCIEN0BAHNE
OpraHoB OPIOIIHOM MOJOCTH (KOMIUIEKCHOE) KaX/Ible
3-6 Mecs1eB (BO3MOXKHO Yallle 110 TOKa3aHHUsIM).

Ja/Her

BrimonHeHa DmacToMeTpuUs ICUESHU KaxIpie 3-6
MecAIeB (BO3MOYKHO YaIle 10 TTOKA3aHHSIM ).

Ja/Her

BrimonHeHa KOHCYIBTaMS Bpada-odTaapMoiora ¢
OCMOTPOM C I11€JIEBOM JIaMIOM MPU MOCTAHOBKE
JMarHo3a Kaxsle 3-6 MecseB (BO3MOKHO Yalle Mo
MTOKa3aHUsIM ).

Ja/Her

10.

Brinonnena KOHCYJIbTalld Bpada I'CHCTUKA IIPpU
IMOCTAaHOBKEC aUarHo3a

Ja/Her

11.

BrinmonHeHO MONEKy I pHO-TEHETHUECKOe
uccienoBanue Mytanuii rena ATP7B nipu
IIOCTAaHOBKE JIUarHo3a

Ja/Her

12.

BrimonHeHo Ha3zHayeHWe IpenapaTa
NEHUIUTAMUH** TIO)KU3HEHHO, €CIIH HE UMEIOTCS
MIPOTUBONIOKA3aHHS

Ja/Her

13.

BrinosHEeHO Ha3HAYEHUE OUETHI, HAITPABJICHHON Ha
YMEHBUICHUE MOCTYIUICHHSI MEIU B OPTaHU3M

Jla/Her
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11.

IIpunoxenue Al. CocraB padoueil rpynnsl o paspadoTke H NepecMOTpPy

KINHHYCCKHUX peKOMeH)Ia]_lI/Iﬁ

Baraesa Mamjena JHBepoOBHAa- K.M.H., CTapUIMil Hay4yHbI COTPYIHUK OTJEJIECHHUS
MeUaTPUUECKON racTposHTEpoioruu, remnarojorud U aueronorun Knunuku ®I'BYH "OUIL]
NUTaHUS U OMOTEXHOJIOTHH"

BapanoB Aunekcanap AJjekcanapoBuu- akagemuk PAH, mpodeccop, n.m.H., TloderHsrit
[Tpencenarens Mcnonkoma Coro3a nenuarpos Poccun.

Bamaxkmanze Hato [xym0epoBHa- 1.M.H., JOLEHT Kadenpsl (aKyIbTETCKON MeAuaTpun
[1® ®I'BOY BO PHUMY umenn H.U. Iluporosa, MHCTUTYT neauaTpuu U OXpaHbl 3J0POBbS
nereit LIKb PAH, uien Coro3a nenuatpos Poccuu.

I'ynpoonna Oabra CTaHuciaaBoBHA, K.M.H., B.H.C., Bpad-ractposnreposior HUW nenuarpuu
u oxpansbl 310poBbs nereil LIKb PAH unen Coro3a nequatpos Poccun

Herrsipeea AHHa BuaaamMmupoBHa- [1.M.H., Mpodeccop, Bpad BbICIIEH KaTeropuw,
3aBenyromas oraenom  neauarpuu, DIBY «HMMUL akymiepcrBa, TI'MHEKOJIOTHM U
nepuHatosiornu um. Ak. B.1. KynakoBa»

3axapoa Exarepmna IOpbeBHa -1.M.H., 3aBenymoas jgaboparopueldl HacleJCTBEHHBIX
Oonesneri obmena @OI'BHY "Meauko-reHEeTHUECKU HAy4YHBIH LEHTP WM. aKaJeMHKa
H.IT.boukoBa", unen Poccuiickoro o0miecTBa MEAMIIMHCKUX TC€HETHKOB, WICH €BPOMEHCKOIo
o0IecTBa 1Mo U3y4YeHUI0 HACIEICTBEHHBIX Ooe3Hel oomena BemecTB (SSIEM).

Kyues Cepreit HUBanoBuu - wi-kopp PAMH, nm.u., nupexktop ®I'BHY "Menuxko-

TeHEeTUYECKUU Hay4dHbId 1eHTp uM. akaaemuka H.IT1.boukoBa ", IlpesmaeHt Accouuanuu
MEIUIIMHCKUX TeHeTUKOB (AMI).

JlaBpoBa Ania EBrenbeBHa -1 .M.H., IJIaBHBI Hay4dHbI COTPYJHHUK, Bpad BBICIIEH
KBaIM(UKAIIMOHHOW KaTeropuu Mo creuuanbHoctd “Ilegmarpus™, 3aBenyoomas 2-M
nequatpudyeckuM  otaenennem, OI'BOY BO  «lIpuBomkckuii  MCCIeNOBATEIbCKUN
MEAUIMHCKUI yHUBepcuteT» M3 PO

HasapeHko Jlioamuna MNasnosHa - npodeccop, A.M.H., 3aMeCTUTENIb AUPEKTOPA MO HAYYHOM U
neyebHor pabote, pykosoauTenb nabopatopum HacneacTBeHHon natonornn  HUU

MeauUMHCKON reHeTuku, Tomckoro HUML, PAH, uneH Accoumaumm meanuUHCKUX reHETUKOB

(AMT).

HamazoBa-bapanoBa Jleiina CeiimypoBHa- akazemuk PAH, mnpodeccop, n.M.H.,
IIpencenarens Mcnonkoma Coroza neguatpos Poccun.
I[MonsikoBa CeBeriana WropeBHa - [0KTOp MEIUIMHCKUX HayK, Mpodeccop Kadeapsl

TOCHHUTAJIbHOM meauaTpuu uM. akaaemuka B.A.Tabomuna Ilenmatpudeckoro ¢akynbreTa
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Poccuiickoro HaIMOHAIBLHOTO MCCIIEN0BATEIHLCKOTO MEIUIMHCKOTO yHuUBepcutera (PHUMY)
nM. H.M. ITuporosa, r. Mocksa

12. Notanos AnekcaHgp Cepreesuu, O.M.H., npodeccop, oTaeneHue ractposHteponormm Gray
"HayyHbIn MegMLMHCKUIA UCCneaoBaTeIbCKUM LLEHTP 340poBba AeTein" M3 PO, kadeapbl neanatpum u
aetckol pesmartonorum ®rAQY «Mepsbit MTMY nm. U.M. CeyeHoBa» MuH3gpasa Poccum
(CeueHoBCKMIN YHMBEPCUTET)

13. MoasikoB  Anexcauap BuaagumupoBuy — 16H., momoni DPIBHY "Menuko-reHeTHdecKuii
Hay4yHbIN LeHTp uM. akagemuka H.I1.boukoBa ", unen Accounanuy MEANIMHCKAX FEeHETHKOB.

14. Penuna CBetjiaHa AjaHacbeBHA — K.M.H., Bpa4-T€HETUK OTJIEJIa OPTaHU3allud MEIUIIMHCKOMN
nomon PI'BHY "Meauko-renerndyeckuii HaydHblid ieHTp M. akagemuka H.IT.boukosa "

15. CaBocTbsiHoB Kupuiaa BukropoBuu — 1.0.H., HavameHUK lleHTpa ¢QyHIamenTanpHbIX
uccieoBanuit B neguatpun GI'AY "HanumoHanbHbIA MEAUITMHCKUA UCCIIEIOBATEILCKUI LIEHTP
310poBbs AeTei" Munzapasa Poccun, uneH Accoluanui MEAUIMHCKUX T€HETUKOB.

16. CenrToBa I'yabnapa HapuMaHoBHAa — K.M.H., IJIaBHBII Bpad MeIuKO-TeHETHYECKOro IIEHTpa
(I'enernueckoit knunuku) HUU meaumuuckoit reneruku, Tomckoro HUMIL PAH

17. CenumsaHoBa J/lunna PobepToBHa - K.M.H., BeAyLLMiA HayuHbli coTpyaHuk HUW neguaTpum m oxpaHsl
3poposba geteit LLKB PAH MuHMCTepCTBa HayKM M Bbicliero obpasoBaHua Poccuiickolt ®eaepaumn,
JoueHT kadeapbl neanaTpun U aetckon pesmatonorum Graoy «MNepsbit MTMY um. U.M. CeveHoBa»
MwuH3gpaBa Poccun (CeueHOBCKMIM YHUBEPCUTET)

18. CmupHoBa Onbra IKoBAeBHa — Bpay-reHeTHK, CTapLniA Hay4YHblA COTPYAHMK OTA4EeNa CTaHAapTU3aLMM

M U3y4yeHMA OCHOB fOKasaTesibHON meanunHbl HUU negnatpum n oxpaHbl 3g0poBbs geteit LLKB PAH

19. CtpoxoBa Tarbsina BuktopoBHa- n.M.H., mpodeccop PAH, 3aBeayromas otraeneHHEM
NeANATPUUECKON TacTPOIHTEPOJIOTHH, renatonaorud u aueronornn Knuauku OI'BYH "OUIL]
MUATaHUS U OMOTEXHOJIOTUN"

20. CypkoB Aunapeii HukoJsiaeBu4, J1.M.H., 3aBSIYIOIIHMI OTACIEHUEM TacTpodHTeposiorun OI'AY

«HMMUII 3n0opoBbsa nerein» Munsapasa Poccun, wien Coro3a neauatpos Poccun

21. TenaeB Pyctam ®apupoBuy —4.M.H. 3aBeAylOWMiA peaHUmaumen u UHTEHCUBHOW Tepanum OrAY
"HauMoHanbHbIN MeAULMHCKUI UccnenoBaTeNbCKUMIA LLEHTP 340poBba getei" MuH3gpaBa Poccum,
npodeccop kKadeapbl neguatTpum U [etckon pesmatonorum POrAQY «Mepsbii MIMY um. U.M.

CeveHoBa» MuH3apasa Poccum (CeueHOBCKUI YHUBEPCUTET)

Aemopbt noomeeprcoarom omcymcmeue @QUHAHCOB0U NOOVEPHCKU/KOHPAUKMA UHMEPeCcos,

KOmopblii Heodxo00umo ooHapooosame.
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Ipuioxkenue A2. MeromoJiorusi paspadoTKyu KJIMHUYECKUX PEKOMEHAANMH

Knunuueckue pexkomenoauyuu co30aHbl HA OCHO6AHUU COBPEMEHHBIX MEHCOYHAPOOHBIX
KIAUHUYECKUX DPEKOMEHOAUUil no OUAZHOCIMUKE, JIeYEeHUI0 U 6E€0CHUI0 NAUUEHMOE C 00J1e3HbI0
Bunvcona.

bonesnv Bunvcona omnocumca K peoOKuUM HACNEOCHEEHHBIM 3A0071€6AHUAM, YMO
UCKNIIOYAem  603MOMNCHOCHb NPOGEOCHUA  DONbUWIUX  KOZOPDMHBLIX U  PAHOOMUSUDPOEAHHBIX
KOHMPOAUPOGAHHBIX UCCNIE006AHUI U 0714 CO30AHUA NPOMOKOI08 OUAZHOCMUKU U mepanuu
UCROJIL3YIOMCA UMb MeMamuiecKue uccie006aHus IKCnepmos, onyoIuKo6annsvle 6 nocieoHue

o0ea decamujiemus.

IesieBasi ayAMTOPUS JAHHBIX KJIMHUYECKHX PEKOMEHIALMIi:
Bpauun-ractposnreposory;

Bpauu-nenuarpsr,

Bpauu o611eit BpaueOHON MpakTUKHU (ceMeiHbIe Bpaun);

Bpauu- teparneBTsl

o B~ w0 DD

Bpaun-renerukuy;
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6
7
8.
9

Bpaun ynbTpa3ByKoBOIl AMArHOCTUKH;
Bpauu-nabopanTsr,
Bpauu-naromopdosioru;

Crynentsl MenuiuHckux BY30B;

10. OGyuaromuecs B OpAuHATYpE U HHTEPHATYPE.

MeTOJILI, HUCII0JIB3YyEMbIEC 1JIst cﬁopa/ce.nelcul/m A0KAa3aTeJILCTB: [IOUCK B 3JICKTPOHHBIX 0azax

JaHHBIX.

Taboauma 1.11Ikama orneHkw ypoBHEH I0CTOBEpHOCTH mokazaTenbcTB (Y IJ[)mist meromos

JIMAarHOCTUKY (IMarHOCTUYECKUX BMEIIATEIIbCTB)

Y Pacumgposka

1

CucremMaTHyecKHe 0630pLI HUCCIICIOBAaHUN C KOHTPOJIEM pe(l)epeHCHbIM METOAOM MHMJIHN
CHCTEMaTHYECKHUI 0630p PAaHAOMHU3UPOBAHHBIX KIIMHUYCCKHX HCCIIEIOBAHUN C MMPUMCHCHUECM
MCTa-aHaIu3a

OtpaenpHble UCCIENOBaHUS C KOHTPOJIEM pPE(PEPEHCHBIM METOJOM WM OT/AEJIbHbIE
PAHIOMU3UPOBAHHLIC KIIMHHUYECKHEC HUCCJICJOBaHUA n CUCTEMAaTHYCCKUEC 0630pI)I
UCCJIEIOBAaHUM JI000ro Ju3aiiHa, 3a HCKIIOYEHUEM pPaHJIOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBAaHUM, C TPUMEHEHUEM MeTa-aHalln3a

HccnenoBanus 0e3 IIOCJIICOBATCIIBHOI'O KOHTPOJIA pe(bepeHCHLIM MCTOJOM nin
HCCIICOOBaHUA C pe(i)epeHCHLIM METOHOM, HC ABJEIFOIIHUMCA HE3aBUCUMBIM OT HUCCICAYCMOI'O
MCTOJa WJIN HCPAHAOMHU3UPOBAHHBLIC CPABHUTCIIbHBIC UCCIICAOBAHUSA, B TOM YK CJIC KOI'OPTHLIC
HCCICI0BaHUA

HeCpaBHI/ITeJ'II)HI)IG HUCCIICA0BAaHMs, OIMUCAHNEC KIIMHUYCCKOIro Ciiydas

Hmeercs numb 000CHOBaHUE MEXaHH3Ma I[CflCTBI/IfI HJIM MHCHUC DKCIICPTOB

Tabauna 2.Illkana oueHku ypoBHEH gocroBepHOcTH nokazatenscTB (Y [)mis mertonos

npoUIaKTUKY, JI€YEHUs U peaduauTanu (MpoPHIaKTUYECKUX, JIEUEOHbIX, peadMINTAIMOHHBIX

BMEUIATEIbCTB)
YA Pacungposka
1 Cucrematnuecknii 0630p PKU ¢ npuMmenennem mera-anannsa
2 Otnensapie PKM u  cucrematmyeckue o0030pbl  HCCIENOBAaHWUN JI000OTO U3aifHa, 3a
uckiouenrem PKI, ¢ mpumenenneM Mera-aHaiamnza
3 | HepaHnoMHu3upOBaHHBIC CPABHUTEIBHBIC HCCIICIOBAHUS, B T.9. KOTOPTHBIC UCCIICIOBAHMUS
4 | HecpaBHUTENbHBIE WCCICOBAHUS, ONMHCAHWE KIMHUYECKOTO CIIydash WM CEPUH CIIyYaes,
MCCJIEIOBAHUS «CIYYaii-KOHTPOIbY
5 Nmeercs nmmb 000CHOBaHHME MEXaHW3Ma JICMCTBUS BMEIIATENbCTBA  (JOKIMHUYECKHE

I/ICCJ'ICIlOBaHI/ISI) HJIM MHCHUC SKCIICPTOB

Tab6auna 3.11Ikana oueHku ypoBHeH yOeauTenbHOCTH pekoMeHaauuil(YVYP) mis meronos

npo(UIAKTUKY, JUArHOCTUKH, JIEYEeHUS U peabmnutauuu (mpoduiIakTHUYeCKUX, AUArHOCTUYECKUX,

Ne4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATEIHCTB)
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YyP

Pacmmmdposka

CunbHas pekoMeHaaus (Bce paccMaTpuBaeMble KpUTEpHU 3(P(HEKTUBHOCTH (MCXO/bI)
ABJISIIOTCSL BaXKHBIMM, BCE HCCIIEOBAHUS MMEIOT BBICOKOE WIIM YJOBJIETBOPHUTEIBHOE
METOJI0JIOTUYECKOE KAuyeCTBO, MX BBIBOJBI 110 HMHTEPECYIOIIMM HCXOJaM SBISAIOTCA
COI'JIACOBAHHBIMU )

VYcinoBHas pekoMeHJanus (HE Bce paccMaTpuUBaeMble KpUTEpUH SPPEKTUBHOCTH
(ucxopl) SIBJIAIOTCA Ba)XKHBIMHM, HE BCE HCCIEAOBAaHMS MMEIOT BBICOKOE WU
YIOBIICTBOPUTEIBHOE  METOAOJIOIMYECKOE KAaueCTBO WM/MJIM WX  BBIBOABI IO
MHTEPECYIOIIUM UCX0J1aM HE SIBJISIFOTCS COINIACOBAHHBIMU)

Cnabass pexomeHgainus (OTCYTCTBHE JOKAa3aTeNbCTB HaJIekKAIIeTo KadecTBa (BCE
paccMaTpuBaeMble KpUTEpUU IPGEKTUBHOCTH (MCXOJIbI) SBISIFOTCS HEBAXKHBIMH, BCE
UCCIICIOBAaHMUS HMMEIOT HH3KOE METOJOJOTHYECKOEe KAueCTBO M HUX BBIBOIBI II0
WHTEPECYIOMIMM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

HOpﬂI{OK OOHOBJIEHHS KINHHUYECKHX peKOMeH}IaHHﬁ.

Mexanu3m OOHOBJIEHUS KIMHUYECKUX PEKOMEHIAIMHN TIPEeIyCMaTPUBAET UX CUCTEMATUUYECKYIO

AKTyaJIM3allui0 — HE PEKC YCM OJUH pa3 B TPpU roAa,a TAKIKC IPU IOABJICHHHU HOBBIX JAHHBIX C

IIO3UIIHUH I[OKHS&TGJ'ILHOIZ MCAWLMHBI II0 BOIIpOCaM IHUMArtOCTHUKH, JICUCHHA, HpO(bI/IJ'IaKTI/IKI/I n

peabuiuTaIy KOHKPETHBIX 3a00JIeBaHMiA, HAIMYMH 0OOCHOBAHHBIX JOIOJIHCHUI/3aMEeUaHUi K paHee

yrBepxaAEHHBIM KP, HO He vame 1 pa3a B 6 mecsues.
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IIpunoxenue A3. CipaBo4HbIe MaTepHAJIbI, BKIKYas COOTBETCTBHE
NMOKA3aHUI K NPUMEHEHUI0 U MPOTHUBONOKA3AHNH, CIIOCO00B NPUMEHEHHUS 1
103 JIeKAPCTBEHHBIX NPenapaToB, HHCTPYKLUMHU 110 IPUMEHEHHUI0

JJEKApPCTBCHHOI'0 IIperiaparta

IIpuioxkenue A3.1 CBA3aHHbIE JOKYMEHTbI

HOpﬂ}IKI/I OKAa3aHUA MeJIUIMHCKOI MOMOILMN:

[Tpuka3 MunucTepcTBa 3/ipaBooXpaHeHus U coruaibHoro pazsutus PO ot 16 anpens 2012 r. N 366H

"OO6 yrBepxkaenuu [lopsiaka okazanus neauaTpuyeckon momomu"

[Ipuka3z Munucrepcrsa 3apaBooxpanenust PO "O6 yrsepxaenuu [lopsiika okazaHusi METUIUHCKOM
OMOIIIM OOJIFHBIM C BPOXKACHHBIMU U (MJIM) HACJIEACTBEHHBIMHU 3a00eBaHusMu" OT 15 HOs10pst 2012

r.N917u
IIpoune 1OKYMeHTbI, HA OCHOBAHNM KOTOPBIX Pa3padoTaHbl KJIMHUYECKHE PeKOMeH AU

1. [Tpuxa3z MunucrepcrBa 31paBooxpanenust Poccuiickoit @enepanuu ot 14 susapsa 2019
r. N 41 «O0 yTBep»/JeHUU MOpsAKa Ha3HAUCHMs JIEKAPCTBEHHBIX IpenapaToB, (GopM perenTypHbIX
0JIaHKOB Ha JIEKapCTBEHHbIE Ipenapathl, Mopsiaka opopMIIEHHs yKa3aHHbIX OJAHKOB, MX ydyeTa U
XPaHEHUs»

2. Pacniopskenue IlpaBurensctBa P® ot 31 pexabps 2018 1. Ne 3053-p «O6
YTBEPKACHUM TEPEYHEH MEIMLUHCKUX W3JEIUH, MMIUIAHTUPYEMBIX B OpraHU3M 4YEJIOBEKa IpuU
OKa3aHUM MEIULMHCKONW MOMOIIM B paMKax MpOrpaMMbl TOCYAAPCTBEHHBIX I'apaHTUN OeCIuIaTHOTro
OKa3aHUs Ipa)kIaHaM MEJUIIMHCKON MOMOIIM U OTITYCKaeMbIX M0 pelenTaM Ha METUIUHCKUE U3eNNs
IpU NPEAOCTaBICHUN HA0Opa COLMANIBHBIX YCIyT»

3. MexnayHaponHas kiaccudukanus Oojie3HEH, TpaBM M COCTOSHHUHM, BIMSIOIIUX Ha
3nopoBbe (MKB — 10);

4. [Tpuxaz M3 P® ot 20 nexabps 2012r. Ne 1183u «O0 yTBepkA€HUH HOMEHKIATYPbI
JOJKHOCTEN METMIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX PAaOOTHUKOBY.

5. [Mpukaz M3 P® ot 23 wurons 2010 r. Ne 541H. EnuHblii KBanu(UKaIMOHHBIA
CIPAaBOYHUK JIOJDKHOCTEH PYKOBOJMUTENEH, CIEHMAIMCTOB U CIyXKaluX, pa3aen KpanupukarmoHHbe
XapaKTepUCTHKU JOJKHOCTENH paOOTHUKOB B cpepe 3jpaBOOXpaHEHHUS.

6. ®enepanbHblii 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHECEHHH U3MEHEHHUH B CTATHIO
40 ®enepanbHoro 3akona "OO6 00s3aTeTFHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanun”
u DenepanbHblii 3akoH "OO OCHOBax OXpaHbl 30pOBbs TpakaaH B Poccuiickoii @enepauuu” mno

BOIPOCAM KIIMHUYECKUX PEKOMEH AT,
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7. [Tpuka3z Munzapasa Poccun Ne 103n ot 28.02.2019 1. «O06 yTBEepKaeHUU TOPSIKA U
CPOKOB pa3pabOTKH KJIMHUYECKUX PEKOMEHIAMN, MX MEepecMOTpa, TUMOBOH (OPMBI KIMHHUYECKUX
peKoMeHIanuii U TpeOOBaHUHN K MX CTPYKTYPE, COCTaBY M HAyYHOW OOOCHOBAHHOCTH, BKIIOYAEMON B
KIIMHUYECKHE PEKOMEHIallui HHPOPMAITUN.

8. [Tpuka3z Munznpasa Poccun ot 13.10.2017 N 8041 "OO6 yTBEep>KIeHUH HOMEHKJIATYPhI
MEJIUIIUHCKUX YCIyT".

9. ITpuxa3z MunuctepcTBa TpyAa U couuanbHoi 3ammTsl PO ot 27 arycra 2019 r. n 5851
"O kmaccuukanMAX W KPUTEPHSIX, HCIOIb3YEMbIX IPH OCYIIECTBIEHUU MEIUKO-COLHUaIbHON
JKCIEPTU3bl TpaxaaH ¢eaepaibHbIMU TOCYJAPCTBEHHBIMH YUPEXKICHUSAMU MEAUKO-COIUAIBHOMN
IKCIEPTU3HI";

10. [Ipuka3 MuHHCTEPCTBA 3IPABOOXPAHEHUS W COLMAIBHOTIO pa3BUTHs Poccuiickoit
Oenepatin «O  MOpAIKE NPUMEHEHUS JIEKApPCTBEHHBIX CPEICTB Yy OONBHBIX MO KHU3HEHHBIM
nokazaHussM» ot 9 asrycra 2005 r. Ne 494

11. HudopmanuonHoe mnucbMo Mun3apaBa Poccun 10  BO3MOXKHOCTH — 3aKyNKHU
JIEKapCTBEHHOT'O npernapara 1o TOProBOMY HAaUMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-

po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

HNudopmanusi o JekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHOBHBIE HOPMATHBHO-TIPABOBBIE AKThI, PEeryJIHPYIOIIHe OKA3aHUe
Na/UIHATHBHON MeIUIIUHCKOM MOMOIIH

1. ®enepanphblii 3akoH "O BHeceHMM u3MeHeHH B DenepaibHblil 3akoH "OO OCHOBAaX OXpaHbI
310poBbsi rpaxkaaH B Poccuiickoit ®enepanuu" mo BompocaMm OKa3zaHHUs NaJJIMATUBHOU
MemunuHckod momommu" ot 06.03.2019 Ne 18-D3.

2. Ilpukaz MunsapaBa Poccunm Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O06
YTBEPXKJICHUH TIOJIOKEHHUST 00 OpraHu3aIiiy OKa3aHUs MaUIMAaTUBHOW MEIHITMHCKOW MOMOIIIH,
BKJIIOYAs MOPSAOK B3aWMOJECHCTBUSA MEIUIMHCKUX OpraHU3alfii, OpraHu3aiuil coluaibHOTO
oOcnyXuBaHUS W OOIIECTBEHHBIX OOBEIMHEHM, HWHBIX HEKOMMEPUYECKHUX OpraHu3alu,
OCYIIECTBIISIONINX CBOIO JIEATEITLHOCTD B c(hepe OXpaHbl 3J0POBBS.

3. Ilpuxaz MunznpaBa Poccunm Ne 348u ot 31 mas 2019 roga «OO0 yTBepKIEHUU MEpeyHs
MEIUIMHCKUX U3JEINH, MpeAHa3HAYEHHbIX IJIs MOJJEPKaHUsl OPTaHOB U CUCTEM OpraHu3Ma
YeJI0BeKa, MPEJOCTABISIEMBIX JJIsl UCIIOJIb30BaHUS Ha JOMY».

4. Tlpuxaz MwunzapaBa Poccun Ne 505H ot 10 wmrons 2019 roma «O6 yrBepknenun [lopsinka
nepeaadyd OT MEAWIIMHCKONW OpraHu3alii MaueHTy (€ro 3aKOHHOMY IMPECTABUTEIIO)
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MEIUIIMHCKUX W3JIEINi, TpeIHa3HAYCHHBIX IS TOoIepKaHuss (PYHKIUH OpraHoB U CHCTEM
OopraHuM3ma uYeJoBEeKa, JUIsl HCIOJb30BaHUS Ha JIOMYy TMpU OKa3aHUU NaJUIMATUBHOU
MEJIUITTHCKOM TTOMOIITHY.

5. Ilpuka3z M3 P® Ne 831 ot 3 okTsa6ps 2019 roga «OO0 yTBep>KIeHUN BEIOMCTBEHHOH 11€JIEBOM
nporpaMmmsl «Pa3BuTre CUCTEMbI OKa3aHUs NaJUIMATUBHOW MEAUITMHCKON TTOMOIIIN.

Ipumepoi OUACHO308.

o bonesuv Bunvcona, neuenounasn ¢popma. L{uppos neuenu.
bonesuv Bunvcona, cmewannas ¢opma, pucuoHO-apummocunepKkunemuyeckas gopma.

Lupposz neuenu.

Ipuaoxenne A3.2 Knnnunvyeckue npusnaku bB

[IposiBieHust 60se3HU CUMIITOMBI
Bunbcona

[Topaxxenue neuyeHu e beccuMnToMHas remaroMeranus

e l30nupoBaHHas CIIEHOMET NS

Huronutuyeckas aKTUBHOCTh OMOXUMHUYECKUX
[IOKa3aTenen

Crearorenatur

OcTpplii (QyIbMUHAHTHBIN) T€NAaTUT

OcTpas neyeHo4Hast HeJJOCTaATOYHOCTh C FEMOJIN30M
AyTOMMMYHOIIO/I00HBIN renaTUuT

[lopranbHast runepTeH3us: BApUKO3HbIE BEHbI MHILEBOA,
CIUIEHOMETajusi, TPOMOOIIUTONIEHUS

[uppo3 neyenu

[Hopaxenune ITHC

JlBuraTenpHble HApyIIeHUs (TPeMOp, HENPOU3BOJIBHEIC
JIBIDKCHUS, TapyIICHUE TOXOJIKH)

CraroHoTeueHue, Au3apTpus, aucdarus

Purunnast tuctoHus

IIceBnoOynbbapHbIil CHHIPOM

Bererococyaucras AucToHus

Murpeneno100HbI€ TOJIOBHBIE 00U

becconnnna

JlucTonndeckue ataku

[IcnxmaTpuueckue
CUMIITOMBI

Henpeccust

TpeBoHBIE paccTpoiCTBa
HeBpoTtuueckoe nosenenune
W3MeHeHns TM4HOCTH
[Icuxo3

47



Hpyrue cuctembl

Odranemonorus: xonbia Kaizepa-®dneitmepa, «memHas
KaTapakTa

I'eMonuTnueckas anemus

JlepMaToOTHYECKUE TPOSBICHUS: «TOJyOble HOTTEBBIC
JTYHOUYKH

[TaTonorus mouek: aMuHOALUTYpUSl, HEPPOIUTHA3
[Taronorus ckenera: paHHUN OCTEONIOPO3, APTPUT
[Topaxxenue cepaua: KapAMOMUONATHs, HAPYIIEHUS PUTMA

o [lankpearur, )KeTYHOKAMEHHAsE OOJIE3Hb
e [unonaparupeouan3mM, TUTAHTU3M
e HapymieHne  MEHCTpyaldbHOIO  IHMKJIA,  OECIUIONHE,
MOBTOPHBIE BHIKUJIBITIIN
Ipuiaoxenue A3.3 lnarnocruueckne kpurepun bB (mpruyuHbI
JIOKHOOTPHUHATEC/IBbHBIX H JOKHOIIOJI0KUTEC/IbHBIX pe3yanaTOB)
Tect HN3mene IIpuurHBI JIOKHOIIOJI0KUTEIbHBIX IIpuunHbI
HHS IPU pe3yabTaToB JIOKHOOTPHUIATEIbH
00J1e3HU bIX
Buibco pe3yabTaToB
Ha

Hepynomnazmu | MeHee bosiesnp Menkeca, mnedeHOUYHAst

H CBIBOPOTKH | 20 mr/min HEJ0CTaTOYHOCTh, MaJIbaOCOPOIIHS, Octpoe BocmnaneHue,
JUTUTEIIbHOE TTapeHTEPATIbHOE TUTAHUE, TUIIEPICTPOTCHEMHS,
rerepo3urotTHoe HocurenbctBo ATP7B, OCpEeMEHHOCTb,
arepysomiasMuHeMust, HePPOTUUECKUIA OTyXOJIN
CUHJPOM, AETCKUU BO3PACT MEHee 2 JIeT

Kosbia [Tpucyrc XPpOHHUYECKHE XOJIECTATUUECKUE Pannue cragumn
Kaitzepa- TBYIOT 3a0o0NieBaHus TIEYEHH, HEOHATATbHBIN 6one3nu BusbcoHa,
Oneiimepa X0JIecTas, MEYEHOYHbIE (POPMBI
6one3nu Bunbcona
DKcKkpeuus bonee
MeJU C MOUOH 50
MKT/CYT AcuMnToMaTuuoe
XPpOHUYECKNUN AKTUBHBIN TeNaTUT, Te4eHHue OOJe3HU
DKCKpenus Bonee XPOHUYECKHE XOJIECTATUYECKHE Bunbcona, pannue
MeEIU ¢ MOYOH 1600 3a00JIeBaHUs MIEYCHH, 3aTPSI3HEHIE craguy 0oIe3Hn
Ha ¢one JI- MKT/CYT MebI0 MPOOBI MOYH UITH Taphl U3BHE Bunbcona, Tepanust
MEeHULIWJIJITAMUH XenaropamMu
a
(500 Mr x 2
paza)
bonee BuyTpunedeHouHbIN X0JeCTas,

KonnuectBeHHO Tepanus xenaropamu
e cogepKanue 250 Yactnunas OunmapHas atpeswusi, [1B11, HenocTatod it
MeU B TKaHU MKT/T . UHCX . oOpaserl meueHOYHOU

Nuauniickuit feTCKuit uppo3
MeYEeHU TKaHU

N nononatnuecknii TOKCUKO3 MENLIO
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IIpunoxenue A3.4 Cxema nuarHocTuku 0oj1e3Hu Buibcona

Ko+ Ko+ Ko - Ko -
Lep<20 mr/mn Hep>20 mr/an Hep<20 mr/an Lep>20 mr/an
24-h Cu >40 mxr 24-h Cu >40 Mxr 24-h Cu>40 mxr 24-h Cu <40 Mxr
\ 4
Mosexyspro- _ buoncus nedenu ¢
T€HETHUECKOE > o
KOJIMYECTBEHHOU
HCCIIEIOBAHUE o
OLICHKOH
coJiepKaHusl MEIU
v
+ >250 MKr/T
Juarsos
50-250 Mxr/r BeposITeH
<50 Mxkr/T
{r \ VL
+
» | Bosesnb Buincona Apyro# quarsos

Puc. 1. Cxema auarnoctuxku 6oJie3nu Buibcona.
Ipumeuanue: KO-xomnpua Kaitzepa — dreitepa; Liep — uepynomnasmun; 24-h Cu — cyrounas
AKCKpELUS MEJIU C MOYOH.

IIpunoxkenue A3.5 PacmimdpoBka npumMedaHuii

*%x

... ~— IpemapaT BXOIWUT B IEpPEUYEHb MXU3HEHHO HEOOXOAMMBIX M BAXHEUIINX JIEKAPCTBEHHBIX
npenapatoB (Pacnopspkenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p «O6 yTBepKaeHUU
HepevHs )KU3HEHHO HEOOXOAMMBIX U BaKHEHIINX JeKapCTBEHHBIX mpenapaTtoB Ha 2020 roj, a Takxke
nepeyHel JIeKapCTBEHHBIX IpenapaToB JUIsl MEIUIUHCKOTO MPHUMEHEHUS UM MHUHHUMAaJIbHOTO
aCCOPTHMEHTAa JIEKapCTBEHHBIX IPENapaToB, HEOOXOAUMBIX I OKa3aHUA MEIUIIMHCKOM MOMOIINY,
Pacnopsixenue [Ipasurensctsa PO ot 23 Hoa6ps 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3apermcTpupoBaHHBIX B MHCTPYKIIMH JIEKAPCTBEHHOTO CpPEICTBA
NIOKAa3aHUH OCYILECTBIIAETCS IO pPEIICHHIO BpadeOHOM KoMmHccuu, C paspemeHus JlokambHOro
3THYECKOI0 KOMHTETa MEAMIIMHCKOW OpraHu3auuu (IpU HaJIW4YUM), C YCIOBHEM MOJNKUCAHHOTO
UH(POPMHUPOBAHHOTO COTJacusi POJUTENeH (3aKOHHOIO MpPEACTaBUTENs) W MAalMeHTa B BO3pacTe

crapiie 15 nert;
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Ipunoxenue b1. Anropurmsl aeiicTBHA Bpaya

[TanmenT ¢ mogo3penuem Ha 60s1e3Hb Buiabscona

A 4

Jnarnoctuka

Koncynpranus Jnaruos
po(UIBHOTO HOJTBEPKACH?
CIeIMaTuCTa
Ectp mokazanus [Tnanosoe
K Tepanuu? HAOTIOICHHE Y
pouIBHOTO
CIeIMagucTa
Hasnauenue tepanuu B
CTalroHape
MOHI/ITOpI/IHF COCTOSAHUA ITAllUCHTOB,
TMOJy4Yaromux Tepanuro
HucnancepHoe
Ha0IoICHHE, CrabumibHOe T
OCTIMTaTH3AIHS
IJIaHOBasd TCpaIunsd cocTostHue? O
Ha JIOMYy
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Ipuiaoxkenue B. MHpopmanus 11 NauueHTOB

Bonesnp Bunbcona oTHocHTCS K 4MCiIy HauOosiee TPYIHO JHMATHOCTUPYEMBIX 3a00JeBaHUM
IIEYEHU B CBSI3U C JUIUTEIbHBIM OECCUMIITOMHBIM TEUEHHEM, OCOOCHHO HAa HAYaJbHBIX CTagUsIX
3a00s1eBaHusA, W OONBIIMM pa3zHOOOpa3ueM KIMHUYECKOH cuMnToMaTuku. B cBsasu ¢ stum BB
HE00XO0IMMO UCKJII0YATh y Ka)KA0I0 NallMeHTa AETCKOro U MOJAPOCTKOBOIO BO3PACTa C HEYTOUHEHHBIM
3a0oneBanneM TmeyeHH. Pa3zpaboTaH 4YeTKHMH anropuT™M JIUArHocTUKM BB, 4TO MO3BOJIIET TOYHO
HOJATBEPANUTD WM OIPOBEPTHYTH JUATHO3.

CBoeBpeMEHHOE Ha3HAYEHUE MAaTOreHETHYEeCKOM Tepanuu npu bB y nereil compoBokaaercs
perpeccoM KIMHUYECKOM CHMOTOMAaTHKH, NpeAOTBpalleHueM (OpPMUPOBAHMS LUPPO3a IEUCHH U

HGBpOJIOFH‘-IGCKOﬁ CUMIITOMATUKH, YIIYUYIHICHUCM KauCCTBA KU3HU U COHHaHbHOﬁ ajalTalnmuu pe6eHKa.
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IIpunoxenue I'1-I'N. HIkanbl oeHKH, BONPOCHUKH U APyrde OLleHOYHbIe
HHCTPYMEHTBI COCTOSIHUA NMALUEHTA, IPUBEACHHbIC B KIIMHUYECKUX

PEKOMEHIALUAX

Ipuioxkenue I'l [IlnarnocTuyueckas oneHoYHas mkana bosesnu Buibcona,
Leipzig, 2001 [3, 26]

Ha3Banue Ha pycckom si3bike: JlmarHoctuyeckas oneHouHas mkaina bosiesnn Bunbcona, Jlennuur,
2001

OpurunaiabHoe HazBaHue: Scoring system developed at the 8th International Meeting on Wilson’s
disease, Leipzig 2001

Hcrounuk: [26]

Tun: mKana oleHKH

Ha3nauenue: ycranoBieHue nuarnosa bonesns Buibcona

Conepxanue:
|. Tunmuunsie 1 BB Baaabl Il. pyrue nuaraocruuyeckue Baxiabl
KJIMHUYeCKHEe CHMIITOMBI B HccJie10BaAHUSA
NPHU3HAKH
1.Konbua Kaiizepa- 5.KosinuecTBeHHOE OlpesesieHne MeIu B
Dueiimiepa ouonTarax  me4YeHW  (IpPU  YCIOBUU
- IPUCYTCTBYIOT 2 OTCYTCTBHS X0JIeCTa3a)
- >250 MKT/T (4 MKMOJIB/T) 2
- OTCYTCTBYIOT 0
- 50-250 mxr/t (0,8-4 MKMOJIB/T) 1
- B HopMe (HIke 50 MKI/T) -1
- PomamuH — mpuCyTCTBYIOT MO3UTHBHBIE 1
reTmaToOIUTHI (pum HEBO3MOXXHOCTH
KOJIMYECTBEHHOTO OIpeNeleHUs] MeIu B
MIEYEHHN)
2.Hetiponicuxuarpudeckas 6.0Kckpersi  Menu ¢ ModYou  (upu
CUMOTOMATUKa (M3MEHEHUs OTCYTCTBHH OCTPOTO TrenaTuTa)
Ha MPT) - Oonee 2 wopm WJIM B HOpMe, HO 2
- BEIPOKEHHBIC 2 yBeNMueHue Oonee 5 HOpM TpuU Tpode ¢
MEHUITMLIAMUHOM
- YMEpPEHHBIE 1
- 1-2 HOpMBI 1
- OTCYTCTBYET 0
- B HOpMeE 0
3.1lepynormia3MuH 7.MonexyIsIpHO-TeHEeTHYCCKUN aHAIH3
CBIBOPOTKH KPOBU - TOMO3UT0Ta, KOMIAyHI-T€TEPO3UT0Ta 4
- B HOpMe >0,2 r/m (>20 0
MT/1171) - T€TEPO3UTOTa 1
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- 0,1-0,2 r/7 (10-20 mr/mm) 1 - MyTaluii He 0OHAPYKEHO 0

- <0,1 /i (<10 mr/mn) 2

4.KymOc-HeratuBHas
TEMOJIUTHYECKAS aHEMUSI
- IPUCYTCTBYET 1

- OTCYTCTBYET 0

Koy (uHTepniperamnus):
CymmapHble Oajibl:

4 u Gonee: nuarHo3 bone3ns Bunbcona ycTaHoBIeH,;
3: muarao3 bose3ns BuibcoHa BeposiTeH, HO TpeOyeTcs JaibHelIee 00caeI0BaHue MAMCHTA;

2 1 MeHee: nuarao3 bone3sns BuinbcoHa COMHUTENIEH.
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